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[EH]IEPHBIE 0COBEHHOCTH
MEXKYJIbTYPHOU KOMMYHUKALLK

YYPHOKAHOBA ENEHA ONIETOBHA

KaHAMaaT UIonornyecknx Hayk,
LOLEHT Kadpepbl aHrMUACKON UIoNorMm n nepeBofoBeAeHUS
OY BO MO «['ocynapcTBeHHbIN ryMaHUTapHO-TEXHONOMMYECKUI YHUBEPCUTETY

AHHoOTauus: B cTaTbe paccmMaTpuBaloTCA reHAepHbIE 0COBGEHHOCTM MEXKYTMbTYPHON KOMMYHUKALWK, a TaKkke
cnocoObl B3aMMOAEICTBISA reHaepa, KynbTypbl, 3blka U CoLManbHbIX HOPM B npouecce obleHns. OBocHo-
BbIBAETCS NOMOXEHWE O TOM, YTO TeHAEpHble pasniunsg B KOMMYHUKALMKU He CrieflyeT paccMaTpuBaThb Kak
yHUBEpCarbHble Guonormyecki 3afaHHble xapaktepuctku. Ocoboe BHUMaHWE YAenseTcs peyeBoMy aTuKe-
Ty, CTpaTErmsiM BEXNMBOCTM, hopMam 0BpalLeHIsi, O4EPEAHOCTM PENMK, SMOLMOHABHON 3KCMPECCHUBHOCTH,
MOJYaHMIO, 3PUTENBHOMY KOHTAKTY, XecTaM U KOMMYHUKaTUBHO AMCTaHUMW. [lenaeTcs BblBOA O TOM, YTO
athheKTMBHASs MEXKYMbTYpHasi KOMMYHUKALMs TPeOYeT reHaepHO YyBCTBUTENBHOCTM, OCO3HAHMS KyMbTyp-
HOrO MHOro06pas3Ksl, 0Tka3a OT CTEPEOTMIOB U Pa3BUTHS MEXKYITIbTYPHOI KOMMYHUKATUBHON KOMMETEHLWM.
KntoueBble crnoBa: MeXKynbTypHasi KOMMyHUKaLMS, reHaep, reHnepHasl IMHIBUCTIKA, COLMONMHIBUCTMKA,
KYNbTYPHbIE HOPMbI, CTPATErMI BEXMMBOCTY, HeBepOarnbHas KOMMYHMKaLMS, MEXKYMbTYpPHasi KOMME TEHLMS.

GENDER FEATURES OF INTERCULTURAL COMMUNICATION
Churyukanova Elena Olegovna

Abstract: This article examines the gender characteristics of intercultural communication, as well as the ways
in which gender, culture, language, and social norms interact during communication. It argues that gender dif-
ferences in communication should not be viewed as universal, biologically determined characteristics. Particu-
lar attention is paid to speech etiquette, politeness strategies, forms of address, turn-taking, emotional expres-
siveness, silence, eye contact, gestures, and communicative distance. It concludes that effective intercultural
communication requires gender sensitivity, an awareness of cultural diversity, a rejection of stereotypes, and
the development of intercultural communicative competence.

Keywords: intercultural communication, gender, gender linguistics, sociolinguistics, cultural norms, politeness
strategies, nonverbal communication, intercultural competence.

B coBpeMeHHOM MUpe MexXKyNnbTypHas KOMMYyHUKaUMs CTana HEOTbeMIIEMON YacTbio COLManbHON,
NPOheCcCOHanbHON 1 NIMYHOM XM3HW YenoBeka. [nobanusaums, akagemmyeckasi MOBUMbHOCTb, MEXayHa-
POAHbI BU3HEC, MUTPALMOHHBIE NPOLLECCHI, TYPU3M U Pa3BUTHE LIMPPOBbIX TEXHOMOMIA 3HAYUTENBHO pPacll k-
PUNW KOHTaKTbl MEXOy NPeACTaBUTENAMU Pa3nnYHbIX A3bIKOBbIX U KymbTypHbIX cooblyecTs. OaHako ycneLw-
HOCTb OBLLEHNSI B MEXKYNbTYPHON Cpeade 3aBUCUT He TOMbKO OT 3HaHUS MHOCTPAHHOrO Si3blka, HO U OT CMo-
COBHOCTM MHTEPNPETUPOBATL KyMnbTypHble KOAbI, COLMarbHbIe oK, NOBEAEHYECKNE HOPMbI U KOMMYHUKa-
TUBHbIE OXUAAHUS.

OfHVUM 13 3HaYMMbIX (haKTOPOB, BIMAIOLLMX Ha KOMMYHUKaLMO, SBNsSeTcs reHaep. MeHgep onpeaenset
BbIOOp SA3bIKOBbLIX CPEACTB, OCOBEHHOCTW PEYEBOro 3TWKeTa, KOMMYHUKATUBHbIE CTpaTernn, HesepbanbHoe
noBeseHVe W pacnpeaeneHne ponen B npoLecce B3auMogencTaus. BMecTe ¢ TeM reHaep He SBNSeTCs 3o-
nupoBaHHoi kaTeropueir. OH nepecekaeTcs C KyNbTypPoW, STHUYHOCTBIO, Peiurnei, BO3pacToM, coLumanbHbIM
Knaccom, NpoeccroHanbHbIM CTaTyCOM W MHCTUTYLIMOHANbHbIM KOHTEKCTOM. CrieaoBaTenibHO, reHaepHble
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HAYYHOE NPU3BAHME

0COHEHHOCTM KOMMYHMKaLN HEBO3MOXHO paccMaTpuBaTh BHE KyNbTYPHON Cpeabl, B KOTOPOM hopMUPYHOTCS
W BOCMPOM3BOASATCS NPELCTaBNEHNS O MYXCKOM U XKEHCKOM NOBELEHUM.

l'eHaep cneayeT oTnnyath OT Bronoryeckoro nona. Eciv non npemmyLiecTBEHHO cBA3aH ¢ Guonoru-
YeCKUMM XapaKTepucTUkamu YenoBeka, TO reHaep MpefcTaBnseT cobon CoumanbHy WU KyNMbTYPHYK KOH-
CTPYKUMIO, ONpedensioLLlyl0 OXUOaHUs OTHOCUTENTbHO MaCKyIMHHOCTU, PEMUHUHHOCTY, CoLManbHbIX Ponen,
NOBEAEHMS U KOMMYHUKaLMK. B pasHbIX KynbTypax reHaepHble HOpMbl MPeanuChIBatOT, Kakoe peveBoe U He-
BepbanbHOe NoBEAEHNE CYUTAETCSA NPUEMITIEMBIM IS MYXUMH W KEHLLMH.

Hanpumep, B HEKOTOPbIX TPaaUUMOHHBIX OBLLECTBAX OT XEHLIMH OXUOAKTCA CKPOMHOCTb, KOCBEH-
HOCTb, 3MOLMOHamNbHasa COEPKaHHOCTb W yBaXeHWe K uepapxu. B Opymx KynbTypax XeHckas accepTuB-
HOCTb, NyBAMYHOE CaMOBbIPAXEHME M aKTUBHOE y4acTue B NPOECCMOHANbHOM KOMMYHMKaLMW BOCTPUHUMa-
0TCS KaK couManbHO NpuemnemMble M gaxe noollpsiemMble. AHaNOMMYHO MackynuHHOCTb B OHOW KynbType
MOXeT acCoLMmMpoBaTLCs C aBTOPUTETHOCTBIO, PALMOHASBHOCTBIO U PeYeBbIM JOMUHUPOBAHWEM, TOrAA Kak B
APYron — C OTBETCTBEHHOCTHI), BEXIIMBOCTLIO, 3a60TON 1 KOONEPATUBHBIM NOBELEHNEM.

BaxHO nogyepkHyTb, YTO reHAepHble HOPMbl He SBRSKTCA CTaTUYHbIMU. OHWM U3MEHSIOTCA NOA, BIUS-
HWem obpasoBaHus, ypbaHusauuu, rnobanusauum, PEMUHUCTCKUX ABUKEHUNA, UMDPOBLIX Meana 1 SKOHOM -
Yeckux TpaHcopmaumin. B pesynbTate coBpeMeHHas MEXKYNbTYPHAs KOMMYHUKaLUMS YacTo BKMOYAET B3au-
MOZENCTBME He TOMbKO PasfnyHbIX KyNbTyp, HO U TPaAWLMOHHBIX 1 MOAEPHU3NPOBAHHBIX FEHOEPHbIX MOAeE-
ey BHYTPU OQHOW U TOW e KyNbTypbl.

Takum 0Bbpasom, reHaepHble 0COHEHHOCTI KOMMYHMKALMX HEe MOTYT BbITb CBEAEHbI K BUHapHOMY npo-
TUBOMOCTABMEHMIO «MYXCKOM» W «KEHCKOM» peun. bonee NpoayKTUBHLIM SBISETCS pacCMOTPEHUE renaepa
Kak rMbKoro KOMMYHUKATMBHOTO pecypca, KOTOPbI WHAWBWALI MCMOMb3YIT B 3aBUCUMOCTU OT KOHTEKCTa,
NOEHTUYHOCTU, Lienn 0BLLEHUS 1 COLManbHbIX OXULAHWNA.

OfHVMM 13 LieHTpanbHbIX NapamMeTpoB MEXKYIbTYPHON KOMMYHUKALMK SBASETCS CTENEHb NPSMOTbI Bbl-
CKasblBaHWS. B KynbTypax HU3Koro koHTtekcta, Hanpumep B CLUA, epmaHWn wnu CKaHAWMHABCKMX CTpaHax,
4acTo LEHATCH SCHOCTb, TOYHOCTb W OTKPbITOE BblpaXeHWe MHEHWS. B KyrnbTypax BbICOKOTO KOHTEKCTa,
Hanpumep B AnoHun, Kutae, Kopee n psge apabekux obLecTs, CMbICT HEPEAKO NepeaaeTcsl KOCBEHHO —
yepes cuTyaumio, HesepbasnbHbIE CUrHanbl, COLMAnbHY Mepapxuto U 0BLLMIA KyNbTYPHBIA (OH.

['eHAep BNUSIET HA MCMOMNb30BaHWE U UHTEepRpeTaunio NPAMOTbI. BO MHOTUX KyMbTypax XeHLUMHbI Tpa-
OVLMOHHO COLManu3npytoTea K UCMoNb30BaHMI0 6onee KOCBEHHbIX (PopM 0bLLeHNs, 0COBEHHO B CUTYaLmsX
Hecornacus, NpocbObl UK KpUTUKKM. KOCBEHHOCTb B AaHHOM Cryyae BbICTYNaeT Kak CTpaTernst BEXIMBOCTH,
MO3BONSAIOLLAS COXPAHUTL rapMOHUIO 1 M3bexaTb KoH(MKTa. OJHAKO B MEXKYNbTYPHbIX MPOGEeCCMOHarbHbIX
YCIOBUWSX Takasi KOCBEHHOCTb MHOTAA MOXET ObIThb OLUIMBOYHO BOCMPUHATA KAk HELOCTATOK YBEPEHHOCTU UMK
KOMMETEHTHOCTH.

B 70 e Bpems NpsMON CTUMb PEYM KEHLLMHbI Takke OLEHNBAETCH NO-Pa3HOMY B pasHbiX KynbTypax. B
aranuTapHon NpoeccHoHanbHoM cpeae NpSMoTa MOXeT BOCTPUHUMATLCS Kak MPU3HaK NugepcTea u geno-
BON aphekTMBHOCTU. B Gonee TpaauUMOHHBIX KOHTEKCTaX aHanoryHoe noBeaeHne MOXeT ObiTb MHTepnpe-
TUPOBAHO Kak HEBEXIMBOE, BbI3bIBAIOLLEE MW HE COOTBETCTBYIOLLEE EHAEPHbIM OXWAaHUAM. JTO NOATBE p-
XOAeT, YTo reHaepHas KOMMYHUKaLMS TECHO CBS3aHa C KyNbTYPHOM CUCTEMON OLLEHOK.

BexnnBoCTb SBNSETCS BaXHENLLMM acnekTOM reHAEPHON MEXKYMbTYpPHOM KOMMYHMKaumu. CornacHo
Teopun BexmeocTu M. BpayH u C. JIeBUHCOHA, y4aCTHWKM OBLLEHUS NCNONb3YIOT PasfnyHble cTpaTer Ans
noaaepxaHnst COBCTBEHHOIO 1 YYKOro «uLUay, To ecTb Ny6nnyHoro coumansHoro obpasa [4]. OgHako cnoco-
Obl BbIpaXeHWs BEXITMBOCTY CYLLECTBEHHO PA3NMYaOTCs B PasHbIX KyNbTypax.

B 0aHMX KynbTypax BEXMUBOCTb BblpaXaeTcs Yepe3 noyTUTeNbHbIE (hopMbl 0BpaLLeHns, TUTYIbI, KOC-
BEHHblE peyeBble akTbl 1 n3beraHne KOHPPOHTaLUU. B apyrux oHa cBsidaHa ¢ apyxentobuem, HedopMmanbHo-
CTbt0, PABEHCTBOM W MOMOXMTENBHON AMOLMOHANBHOM BOBMEYEHHOCTLIO. €HAEPHbIE HOPMbI BIUAKOT Ha TO,
Kakue CTpaTerni BeXNUBOCTW OXMAAKTCSA OT MYXYWH U KEHLLMH.

Hanpumep, BO MHOrMX 0BLLECTBAX OT KEHLMH Yalle OXMOAETCH MCMONb30BaHWE MOALEPXMBAOLLMX
pennuk, KOMNIMMEHTOB, U3BUHEHUA, CMAMYAIOLLMX KOHCTPYKLMUIA W BbIpaxeHuin covyBCTBUS. MyK4nHbI, 0CO-
BEHHO B MepapxMYecKnx WK KOHKYPEHTHbIX cpedax, MOryT ObiTb OpUEeHTUPOBaHbl Ha Bonee accepTuBHble
(opmbl peun. OfHako 3T MOAENW He YHMBEpcarbHbl. B npodeccroHamnbHbix COOOLLECTBAX MYXUMHbI 1

WWW.NAUKAIP.RU




n HAYYHOE PH3BAHUE

KEHLUMHbBI HEPEAKO UCNONb3YIOT CXOAHbIE KOMMYHUKATUBHBIE CTpaTErn, 06YCNOBNEHHbIE HE CTOMBKO reHae-
POM, CKOMbKO MHCTUTYLMOHATBbHBIMWA HOPMaMM.

®opMbl 0BpaLLeHns OTpaxatoT COoLMarbHy0 AUCTAHLMIO, MEPAPXMIO, BO3PACT, FTEHAEP U KyMbTypHble
LieHHOCTW. Bbibop nMeHm, hamunum, TUTyna, 0TYECTBA, NOYTUTENBHOTO 0OpaLLEHUst UK POACTBEHHOIO Tep-
MWHa MOXET UMETb BaXHOE CoLMarnbHOe 3HaYeHue.

B MeXKynbTypHON KOMMYHUKALMK TPYAHOCTM BO3HWKAKOT TOrAA, KOrAa Y4aCTHUKM OOLLEHUst nepeHocsT
HOpPMbI OBpaLLeHnst CBOEI KynbTypbl B APYIYH KynbTypHyto cpedy. Hanpumep, obpalleHue Kk cTapLueir no
BO3pACTY WK CTaTYCy XEHLLMHE TOMBbKO MO MMEHU MOXET BOCMPUHUMATLCS Kak ApYXentobHOe B OOHON Kynb-
TYpe, HO Kak HeyBaxuTenbHoe — B Apyron. HanpoTtus, ypeamepHas hopManbHOCTb MOXET CO3aaBaTb He-
HY>KHYI0 AUCTaHLMIO B KyNbTypax, rae HehopMarnbHOCTb aCCOLMMPYETCS C OTKPLITOCTbIO 1 AoBepueM [1].

'eHaep TaKke BaXeH Npu NCMonb30BaHWM Takux obpalyeHun, kak “Miss”, “Mrs.”, “Ms.”, “Madam”, a Tak-
Xe NpodheccroHarnbHbIX TUTYNOB. B COBPEMEHHON aHIMOSA3bIYHOM KOMMYHMKALMM BCE Yalle npeanoyTeHne
OTAAETCA HeNTpanbHbIM (hopMaM, KOTOpbIE He aKLEHTUPYT CEMEVHOe MOMNOXEeHWe WNW reHaep agpecata
6e3 HeobxoaumMocTu.

HeBepbanbHas KOMMYHUKaLWS BKIOYAET XECTbl, MUMUKY, 3pUTENbHbIA KOHTAKT, N03Y, NPUKOCHOBEHUS,
(hU3NYECKYI0 OUCTAHLMIO, OAEXKAY, MONYaHME M MHTOHALWMIO. DTN 3NEMEHTbLI YacTO UMEKT KynbTYPHO Chewu-
(hunyeckue 3Ha4eHUs U MOTyT CTAHOBUTLCS MCTOYHIKAMM HEAOMOHUMAHWS.

3puUTenbHbI KOHTAKT MHTEPNPETUPYETCS MO-PasHOMY B pPasfuuHbIX KynbTypax. Bo MHOrMX 3anagHbix
obuiecTBax NpsiMON B3rMsA acCOLUMMPYETCS C YECTHOCTbIO, YBEPEHHOCTLI0 1 BHUMaHWeM K cobeceaHuky. B
HEKOTOPbIX a3WaTCKNX, aDpPUKAHCKMX UMK TPAAMLIMOHHBIX 0BLLECTBAX ANUTENbHBIA 3PUTENbHBIA KOHTAKT CO
CTapLUMM WM BbILLECTOSLLIMM YETIOBEKOM MOXET BOCMIPUHUMATLCS Kak HEYBaXKeHWe.

'eHAepHble HOPMbI Takxe BIUSIOT Ha 3pUTENbHOE NOBEAEHME. B psife KynbTyp OT XEHLMH 0XMaaeTcs
nsberaHue NPAMOro B3rnsga Ha MyXx4nH, 0COBEHHO B (hopManbHbIX UK TPAAULMOHHBIX CUTyaLusX. B apyrux
KynbTypax OTCYTCTBUE 3PUTENBHOTO KOHTAKTa MOXET ObITb MCTONKOBAHO Kak HEYBEPEHHOCTb, 3aKPbITOCTb UK
HeJoCTaToYHbI NpodeccnoHanuam. [o3ToMy OLeHKa 3pUTENbHOTO KOHTaKTa B MEXKYIbTYPHON KOMMYHMKa-
L TpebyeT 0coboi OCTOPOXKHOCTM.

lMpokcemuka, TO eCTb 1CMOMNb30BaHNE NPOCTPAHCTBA B NpoLiecce OBLLIEHNS, 3HAYUTENBHO BapbypyeTCs
OT KynbTypbl K KynbType. B ogHux obLiectax gonyctuma Hebonbluas MEXNUYHOCTHASA QUCTaHUMS W YacTble
NPUKOCHOBEHWS, B APYMMX LIEHATCS NUYHOE NPOCTPAHCTBO 1 TeNeCHas CAePXaHHOCTb.

['eHaep urpaeT BaxHy ponb B MPOKCEMUYECKOM NoBeAeHUU. Bo MHorvx obLyectax quanyeckuit KoH-
TaKT MEXOY MYXYMHAMW U XEHLLMHAMWN PErynnUpyeTCs PENUrMO3HBIMU UK KyNbTYPHbIMIA HOpMamu. Pykono-
xatue, 0bbATUE UMW NMPUKOCHOBEHME K MiIeYy MOryT BbiTb NpUEMIEMbIMIA B OQHON KyNbType M abComMOTHO
HeyMeCTHbIMW — B Apyroi. B MexayHapogHoM BusHece, AunnoMaTum W akageMnyeckon cpefe 3HaHue no-
A06HbLIX HOPM 0COBEHHO BaXHO.

JKeCTbl MOryT UMeTb pasHble 3HAYeHWs B pasHbIX KynbTypax. To, YTO B OQHOW KynbType SBNSETCH
HEeMTparbHbIM UK NOSOXMTENBHBIM 3HAKOM, B ApYroit MoXeT OblTb BOCPUHATO Kak ockopbrexve. eHgep-
Hble OXWAAHWS Takxe ONpeensoT cTeneHb JOMyCTUMOMN SKCNPECCUMBHOCTU. B HEKOTOPLIX KyMbTypax OT XeH-
WKUH oxuaaeTcs bonee vacTas ynbibka Kak 3HaK BEXMUBOCTU, ApYKeNous n markocti. OQHAKO B MEXKYMb-
TYPHOM KOHTEKCTE YblOKa MOXET MHTEPNPETUPOBATHCA HEOAHO3HAYHO: KaK OTKPbITOCTb, CMYLLEHME, NOAY M-
HEeHWe, HeUCKPEHHOCTb MMM HeJOCTaTOYHAs CEPbE3HOCT.

MonyaHue npeacTaBnser coboi 3HaUMMbI KOMMYHWUKATUBHBIA Pecypc. B 0aHWX KynbTypax OHO 03Ha-
YaeT yBaxeHue, pasMblLLIIEHe, CAMOKOHTPOb UK cornacue. B gpyrux monyaHue MOXET BOCMPUHUMATLCS
Kak AnckomchopT, OTCYTCTBUE MHTEPECa U KOMMYHUKATUBHAS Heyaaya.

['eHAepHble HOPMbI MOTYT MPEANUCHIBATL XEHLMHAM BOMbLUYI0 COEPXAHHOCTb WK MONYanMBoOCTb B
TPaOUUMOHHBIX KOHTEkcTax. OaHako B ApYrux cuTyauusix MOSYaHWe UCMOMb3yeTcs Kak MyX4MHaMu, Tak u
KEHLUMHAMK B KayeCTBe CTpaTerMy BEXMMBOCTMU, COMPOTUBIEHNS, OXMAAHUS UMW COXPAHEHUS COLManbHOM
rapMOHWMK.

CtepeoTunbl NpeacTaBnAT coboN ynpoLieHHbIe M 0600LLeHHbIe NPEACTaBNeHNs o rpynnax nogen. B
MEXKYNbTYPHON KOMMYHMKaLMW CTEPEOTUMbI MHOTAA NMOMOraloT ChopMUpOBaThL NPeaBapUTENbHble OXuaa-
HWS, OOHAKO Yalle OHU NPUBOAAT K OLUIMBOYHONM MHTEpNpeTaumn NOBELEHNS U AUCKPUMUHALMK. [eHAEepHble
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CTepeoTunbl 0cOBEHHO NpobreMaTyHbI, MOCKOMbKY OHW BAMSIOT Ha OLEHKY KOMMETEHTHOCTW, BEXMMUBOCTH,
aBTOPUTETHOCTM 1 AMOLMOHANBHOCTH cobeceaHuka.

Hanpumep, XeHLUMHa 13 KynbTypbl, [Ae acCePTUBHbIN CTUMb PEYN SBNSETCH HOPMOW, MOXET BbITb BOC-
NPUHATA KaK arpeccuBHas B KynbType, rae LEHUTCS XEHCKas CKPOMHOCTb. HanpoTuB, XEHLMHA U3 KyNbTypbl,
NOOLLPSIOLLENA KOCBEHHOCTb U CAEPXKAHHOCTb, MOXET BbITb OLIMOOYHO OLEHEHa Kak NnacCcuBHas WMNW Heyse-
peHHas B 00LeCTBe, rae AOMUHUPYET NPAMOMN CTUMb 0BLeHns. MyX4nHbI, MCNONb3YIOLWME KOONEPaTUBHYIO
WK 3MOLIMOHANBHO BbIPA3UTENBHYID PeYb, Takke MOryT OLEHMBATLCS NO-PasHOMY B 3aBUCUMOCTMW OT Kynb-
TYPHbIX HOPM MaCKYSIMHHOCTMW.

['eHOepHble CTEPEOTUMbI 3aMETHO NPOSBASKOTCS U B NPOMECCUMOHANBHON KOMMYHUKaLuUu. B MexayHa-
POAHbIX AEMOBLIX NEPEroBOpax XKEeHLLUMHbI MOTYT CTankMBaTbCA C ABOMHBIMW OXMAAHWAMM: OT HUX TpebyeTtca
KOMMNETEHTHOCTb W YBEPEHHOCTb, HO OAHOBPEMEHHO — BEXITMBOCTb, MArKOCTb W OPUEHTALMS Ha OTHOLLEHMS.
My>X4iHbl, B CBOKO 04epeab, MOTYT UCMbITbIBATL JaBEHUE KyNbTYPHbIX MOZENe MackynMHHOCTK, Npeanona-
ratoLmx JOMUHUPOBAHE, AMOLMOHANBHYK CAEPXAHHOCTb U PELLMTENBHOCTb.

[Ins NnpeofoneHns CTepeoTUnoB YYaCTHUKAM MEXKYNbTYPHOTO 0buieHus Heobxoaumo nsberaTb MHTEP-
npeTauun NoBeaeHUs UCKITIYMTENBHO Yepes3 NpuaMy CBOeN KyNbTypbl MK nona cobecegHnka. BaxHo yunTbl-
BaTb LLUMPOKNIA KOMMYHWUKATUBHBIA KOHTEKCT M [ONYCKaTb anbTepHaTUBHblE 0OBACHEHUS NOBEAEHUS.

Lincpposas koMMyHWKaLms cosgana HoBble OpMbl MEXKYNbTYPHOTO B3aUMOLENCTBUS. INEKTPOHHAS
noyta, coumarnbHble CeTW, BULEOKOH(EPEHUM, OHNaH-06pasoBaHue 1 NpodeccuoHanbHble NnaThopMmbl
NO3BONAKT NPEACTaBUTENSAM PasHbIX KynbTyp 0BLaTbes npakTuieckn MrHoseHHo. OgHako undgposas cpea
NopoXaaeT 1 HOBblE reHAepHO 06YCMNOBREHHbIE TPYAHOCTM!.

Bo-nepBbix, OTCYTCTBME WK OrPaHNYEHHOCTb HEBEpBanbHbIX CUTHAMOB MOXET MPUBOAUTL K HEAOMO-
HUMaHW0. TOH BbICKa3bIBaHWS, UPOHUS, CTENEHb BEXTMBOCTM M 3MOLMOHAINBHOE OTHOLIEHWE HE BCEraa oYe-
BMOHbI B MUCbMEHHOW OHMaNH-KOMMYyHUKaLMK. Bo-BTOPbIX, HOPMbI (DOPMANbHOCTU Pa3nMyatoTcsl B pasHbIX
KynbTypax. OgHu nonb3oBaTeny NPeanoYnTaloT KpaTkue U npsmble COOBLLEHUS, Torga Kak apyrue oxugatoT
NPUBETCTBUN, U3BMHEHWIA, BnarogapHOCTEN M Pa3BEpHYTbIX (HOPMYN BEXIMBOCTU. B-TpeTbkX, reHaepHas
WOEHTUYHOCTb B LIMEPOBON Cpefe BblpaxaeTcs Yepes UMs, aBatap, CTUMb NUCbMa, AMOA3N 1 cnocobbl camo-
npeseHTauum.

B OHNalH-KOMMYyHUKaLU reHaepHble CTepeoTunbl MOTYT Kak 0crabnaTtbes, Tak u ycunueatbes. C of-
HOW CTOPOHbI, LWU(POBOE NPOCTPAHCTBO NPEAOCTaBnseT 6onblle BO3MOXHOCTEN [N KOHCTPYWpPOBaHMS
naeHTuyHocTU. C Opyron CTOPOHbI, MYXYMHBI U XEHLLUMHbI MOTYT CTankuMBaTbCs C PasnuyHbIMK hopMamu
KOMMYHWKaTUBHOTO [aBMIEHNS, BKMOYAs HepaBHOE y4yacTue B AMCKYCCUSIX, OHMalH-arpeccuio, xapaccMeHT
WK NPeaB3ATYH0 OLEHKY NPOdECCMOHaNbHON KOMNETEHTHOCTM!.

Takum 06pasoM, LmdpoBas MeXKyNbTypHas KOMMyHUKaLMs TpebyeT He TOMbKO SA3bIKOBOW KOMMETEH-
LK, HO U 3HAHWUS CETEBOrO STUKETA, FeHOEPHON YyBCTBUTENBHOCTU W YBAXEHUS K KyNbTYPHOMY MHOroobpa-
3ui0.

'eHaepHble 0COBEHHOCTI MEXKYNbTYPHOM KOMMYHWKaLMK NpeacTaBnsatoT coboit COXHOE 1 MHOroMep-
Hoe siBneHue. l'eHaep BnuseT Ha BepbarnbHoe 1 HeBepbarbHoe NoBeAeHNe, BKKOYas NPSMOTY 1 KOCBEHHOCTb
BbICKa3blBaHWUiA, CTpaTerni BEXNWUBOCTH, (POPMbl 0BpalLeHns, 04epeaHOCTb PENNVK, 3PUTENbHbLIN KOHTAKT,
KECTbI, PU3NYECKYIO AUCTaHLMIO M MonYaHue. OHAKO reH4EepHbIE Pasnnyumns He SBNSITCS YHUBEPCANbHbIMM
N HensMeHHbIMKU. OHU (hOPMUPYIOTCS NOL BO3LENCTBUEM KYNbTYpbl, COLMAmNbHbIX HOPM, UCTOPUYECKOTO KOH-
TEKCTa, PENUIUN, MHCTUTYLMOHANbHBIX PONei U UHAMBMAYANbHON UAEHTUYHOCTY [3].

[MpoBeaeHHbIN aHanu3 NoKasblBaeT, YTO MEXKYNbTYPHbIE HEAOPA3YMEHNS YAaCTO BO3HUKAOT B TEX Chy-
yasix, korga y4acTHUKM OBLLEHNS MHTEPNPETUPYIOT reHaepHO 0bycnoBneHHOe noBeaeHue cobeceaHuka B Co-
OTBETCTBWW C HOpMaMn COBCTBEHHOM KyNbTypbl. [103TOMY yCneLHas MexXKynbTypHas KOMMYyHWKaumus Tpebyet
He TONbKO 3HaHMS S3bIKOBbIX (POPM, HO 1 CMOCOBHOCTW MOHUMATB KYNbTYPHbIE 3HAYEHMS, COLMArbHbIE POMK U
reHepHble OXugaHus.

['€HOEPHO YYBCTBMTENbHbIN NOOXOA CMOCOBCTBYET CHWKEHWIO CTepeoTUnu3aummn, NpeaoTBPaLLeHNHO
KOMMYHMKaTMBHBIX KOH(DMMKTOB M (POPMMPOBAHMIO BONee MHKIH3MBHBLIX MOZENEN B3aumoaencTams. Mpaktu-
yeckast 3HaYMMOCTb UCCNEeSOBaHNS 3aKT04aeTCs B BOMOXHOCTM NPUMEHEHWS ero pesynbTatoB B npenoja-
BaHUM WHOCTPAHHbBIX S3bIKOB, MEXKYNbTYPHOM OOy4YeHWW, MexayHapogHON OEroBOW KOMMYHMKaLWW, nNpo-
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rpamMmax akaaemnyeckoil MOBUMbHOCTH, NepeBOA0BEAEHUN 1 NPO(ECCUOHATBHOM 0BLLEHMM.

MepcnekTvBbl AanbHEMLNX UCCIeA0BaHMIA MOTYT ObiTb CBSA3aHbl C IMMUPUYECKAM aHanM3oM reHaep-
HbIX 0COGEHHOCTE KOMMYHMKaLMN B KOHKPETHBIX KYNbTYPHbIX Napax, HanpuMep PYCCKO-aHrMNICKOM, aHrmo-
KUTaICKOMN, apabCKO-aHIMUIACKOA, a Takke C U3yYeHWeM reHOepHbIX acnekToB L(POBOTO MEXKYMbTYpPHOIO
[ucKypca.
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BA3OMPECCOPHAA NMO[LAEPXKKA NP OCTPOM
LINPKYNIATOPHOW HEIOCTATQYHOCTW: OT
KOPPEKLIAN TWNOTEH3WW K YNIPABAERWHD
NEP®Y3NOHHLIM PUCKOM

KPUT AHKENNKA IMATPUEBHA

CTyAeHTKa nevebHoro akynbTeta
HOY BO «CaHkT-eTepbyprckuii Meanko-coumanbHbli UHCTUTYT

HayyHb1ii pykogodumens: 166upoe Mapam Pawudosuy

8pay — aHecme3uos02-peaHuMamornoe

OI'BY «HayuoHanbHbIl MeduyuHcKul uccredosamernbCcKkull ueHmp mpasmamonozuu u opmoneduu
umeHu P. P. BpedeHa». MuHucmepcmea 30pasooxpaHeHusi Poccutickol @edepayuu

AHHoTauus: OcTpasi LMPKyNATOpHasi HeOCTaTOYHOCTb NPEeACTaBNsieT coboil He TONBKO COCTOSHUE apTepy-
anbHON TUMOTEH3MM, HO W KIMHYECKYIO CUTYaLMIo, MU KOTOPOW HapyLLaeTCsl COOTBETCTBUE MEXAY CUCTE M-
HbIM KpOBOOGpaLLEHeM 1 NMOTPeGHOCTLI0 OpraHoB B nepdyaim. B cTatbe 060CHOBAH NOAXOA, NMPU KOTOPOM
BbIGOP Ba30MPECCOPHOTO Npenapara 1 CPOKW Ero HasHAYeHNs oNpeaensTCes BeayLLMM reMOAMHAMUYECKUM
MEXaH3MOM, PUCKOM TKaHeBOI r1nonepdyai u BEpOSITHOCTBH0 OCTIOXHEHMIA Ype3MepHOIA Ba3OKOHCTPUKLIAN.
Ocoboe BHUMaHWE YAENEHO paHHEMY Hauany noaaepXKu, OrpaHUYeHNsIM KaTexoamMnUHOBOM Harpy3ki, npe-
napaty Bbibopa, a Takke HeoBX0AMMOCTI OLEeHNBaTb 3I(EKTUBHOCTL TEPanUM No AYHAMMUKE OpraHHOI nep-
hy3nu, a He TONBKO Mo CPeaHEMY apTepuanbHOMY [ABNEHMIO.

KnioueBble crnioBa: ocTpas UMPKYNATOPHAs HELOCTAaTOMHOCTb, BA3OMPECCOpHas Tepanusi, HOPaNMHEPUH,
BA30MPECCHH, Nepdy3noHHOEe JaBneHe, reMOaNHAMUYECKMA (heHOTUN, TKaHeBas nepdysus, JokasaTenbHas
MeauuyHa.

VASOPRESSOR SUPPORT IN ACUTE CIRCULATORY INSUFFICIENCY: FROM CORRECTION OF
HYPOTENSION TO PERFUSION RISK MANAGEMENT

Krit Angelika Dmitrievna

Scientific supervisor: Yabbirov Marat Rashidovich

BsegeHue

BasonpeccopHas nogaepka TpaauuMoHHO ONUCLIBAETCA Yepes LieneBble 3Ha4YeHNs CpeaHero apTepu-
anbHOro JaBneHus. Takon cnocob nanoxeHus yaobeH, HO OH He OTPaXXaEeT MaBHY0 KNMHWUYECKYID Npobnemy
WHTEHCUBHO Tepanuu: OANHAKOBAs MMMNOTEH3NS MOXET UMETb Pa3HbI MEXAHW3M, @ OAMHAKOBOE MOBbILLEHNE
AABNEHNS1 MOXET NPUBOANTL K pasHbIM NOCNEACTBUAM [N OPraHHOro KPOBOTOKA. Y OAHOMO nauueHTa Ba3o-
npeccop BOCCTaHABNMBAET Nnepdhy3nNOHHOE AaBNEHWE U YMEHbLIAET NPOrPECCUMPOBAHNE OPraHHOM AUCHYHK-
Ljn; y APYroro - yBENMYMBAET NOCTHArPY3Ky, yXyALlaeT cepaeyHbIi BbIBpOC 1 co3haeT puck nepudepnyeckon
TN CMINTIAHXHWUYECKON ULLIEMUMN.

AKTyanbHOCTb TEMbI CBS3aHa C NEPEXOAOM OT YMPOLLUEHHOW MOAENN «HWU3KOE OaBIEHME - YBENUYUTb
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[03y Basonpeccopa» kK 6onee TOYHON CTpaTerun ynpaBneHns nepgy3noHHbIM PUCKOM. B coBpeMeHHbIX pe-
KOMEHAALMSAX N0 CEMCUCY 1 OCTPOM LIMPKYNATOPHOM HEAOCTaTOMHOCTM NOAYEPKMBAETCH HEOOXOAMMOCTb WH-
AVBMAYanu3nMpoBaTb reMoANHAMUYECKWe e, OLEHUBATb OTBET Ha MH(Y3MOHHYIO Tepanuio, UCMonb30BaTh
axokapamorpaduto 1 yunTbiBaTh NPU3HaKW TkaHeBOW nepdpy3un [1, 2]. MoaTomy npeameToM 06CyXaeHus CTa-
HOBMTCS He TOMNbKO BbIBOP Npenapara, HO 1 BOMPOC: B KAKOW MOMEHT MOBbILLEHWE COCYAUCTOr0 TOHyca Ae -
CTBMTENbLHO yryyLlaeT KpoBoobpaLLeHue, a Koraa OHO NULLb Co34aeT BUAUMOCTbL CTabunusauuu.

Llenb cTaTbm - cucTemMaT3MpoBaTh COBPEMEHHbIE AaHHbIE O BAa30MPECCOPHOMN MOAAEPXKKE NPU OCTPON
LMPKYNATOPHOM HEAOCTATOMHOCTM M NMOKa3aTb, YTO pauMoHanbHas Tepanus JOMKHa CTPOUTLCS BOKPYr reMo-
AWHAMWYECKOTO MeXaHU3Ma, MUHUMAsbHO JOCTaTOMHOTO Mepdy3WOHHOrO aBneHWst U MOBTOPHOW OLEHKM
OpraHHou nepgysuu.

OcTpas uupKynsTopHasi HeAoCTaTOMHOCTb Kak npobrema nepdy3MOHHOro pucka

OcTpas uMpKynsTopHas HeJOCTaTOYHOCTb He CBOAMTCS TOMbBKO K rMNOTEH3MU. bonee TOYHbIM SBNSETCS
NpeacTaBneHne 0 Hel Kak 0 HECOCTOSTENbHOCTU CUCTEMBI KPOBOOOpaLLeHNs 06ecneunTb afekBaTHy Ao-
CTaBKy Kucropoga 1 cybeTpaTtoB K TKaHAM. Y nauueHTa MOXKET COXPaHATbCS KpUTUYeckas runonepaysus npu
OTHOCUTENBHO MPUEMIIEMOM CPEAHEM apTepuaribHOM LaBneHnn, HanpumMep NPy HU3KOM cepaeyHoM Bbibpoce
WK BbIPAXXEHHON MUKPOLMPKYNATOPHON AnceyHKummn. ObpaTHas cutyaums Takke BO3MOXKHA: LOCTUXEHWe
LieNneBoro AaBneHus He 03Ha4YaeT aBTOMATUYECKOrO BOCCTAHOBMEHMS KanWNIsSPHOro KPOBOTOKA.

C npaKkT4ecKon TOYKM 3peHns neper HasHaveHeM Ba3onpeccopa cregyeT OTBETUTL Ha Tpu Bompoca:
SIBMISIETCS NN CHWKEHWE JABNEHWS CNEACTBUEM HELOCTAaTOMHOrO COCYAMCTOrO TOHYCA; COXPaHEH Jn CepAeYHbIN
BbIBPOC, KOTOPbIN CMOXET 06eCneunTb KPOBOTOK MPY YBENMUYEHUN MOCTHArPY3KkM U €CTb SN MPU3HAKK OpraHHOM
runonepdysum, TpebytoLme HeMEAIEHHOMO BOCCTAHOBIEHUS NEPMY3NOHHOTO AaBneHus. IMeHHO aTa noruka
OTINMYaET NaToreHeT4eCKN 0BOCHOBaHHYH TEPANMIO OT CUMMTOMATUYECKOTO NIeYeHUs LMAP Ha MOHUTOPE.

[okasatenbHas mMeguuuHa B 3Toil 06nacTu He AaeT OAHOM YHUBEPCAnbHOM cxembl. HanpoTus, Kpyn-
Hbl€ UCCNEA0BaHNS NOKa3sbIBAKT rpaHnLbl CTaHOAPTHBIX pelleHui. HayanbHas Lenb cpeaHero aptepuarnbHo-
ro AaBNEHMS OKOMo 65 MM pT. cT. 060CHOBaHA AN MHOMX NALMEHTOB C Ba3oaunaTaLyoHHON MMNOTEH3Nen,
opHako uccnegosanne SEPSISPAM He BbISIBUNO NpeyMyLLecTa pyTUHHOMO NoBbilleHus Lenn o 80-85 mm
PT. CT. N0 06LLEN BbIKMBAEMOCTH, XOTS Y MALMEHTOB C XPOHUYECKON apTepuanbHOM runepTeHsnein otTMeya-
NI0Cb MeHbLUE CryvaeB 3aMeCTUTENbHOM noyeyHoi Tepanum [3]. CnegoBaTenbHo, 6onee BbICOKOE AaBneHue
He ABMNSAETCH KOHEYHOW LIeNblo; OHO MOXET BbITb ONpaBhaHO TOMbKO MPK NpU3HaKax HEAOCTaTOMHON nepdy-
31U UMK U3MEHEHHO ayTOperynsaLmm OpraHoB.

Bbi6op Bazonpeccopa: He npenapat «NepBOi NIMHUKUY, a COOTBETCTBME MEXaHU3My

HopanuHedpuH octaeTcs Haubonee 0BOCHOBaHHBIM CTapTOBLIM BA30NPECCOPOM MpuW Basoaunarawu-
OHHOM M€XaH13Me OCTPON LIMPKYNATOPHON HELOCTaTOMHOCTH. Ero npenmMyLLecTBO CBS3aHO € Npescka3yeMbiM
NOBBbILLEHNEM COCYAMCTOrO TOHYCa U MEHbLUEA YacTOTON apuUTMUIA NO CPaBHEHWIO C AonamMuHom. B uccnego-
BaHuM SOAP [l gonamuH He ynyywnn BbiKMBAEMOCTb, HO Obin CBS3aH C BOMbLUEN YacTOTON apUTMUI, YTO
OrpaHMYMBaEeT ero npumeHeHme [4]. Moatomy HopanuHePUH CneayeT paccmMaTpuBaTh He kak «6a3oBbii npe-
napart OT MMNOTEH3MNY, a KaK paLuoHanbHbIN BbIGOp Npu AeduuuTe COCYaUCTOro TOHyca Ha (hOHe COXpaHeH-
HOrO UK NOTEHLMANbHO BOCCTAHABNMBAEMOro cepaeyHoro Bbibpoca.

BasonpeccuH, unu aprunpeccuH, aenctayeT vepes V1-peuentopbl COCYAUCTON CTEHKM U MOXET CHU-
XaTb NoTpebHoCTh B kaTexonamuHax. ccnegosanus VASST n VANISH onpeaenunu Ba3onpeccuH He non-
HOLEHHON anbTepHaTUBOW HOPANUHEMPUHY AN HavanbHOW Tepanuu, a MOATBEPANUIIM ero 3HayeHue Kak
BCNOMOraTenbHbIM Y NauveHToB C COXPaHAOLWeNcs Basoaunataumein 1 HapacTarwen KatexoaMmmHOBOM
Harpyskom [5, 6]. ITO BaXHO C KMMHUYECKOM No3uuuu: oOaBneHNe BTOPOro MEXaHM3Ma AENCTBIS MHOTAA pa-
LMoHarnbHee, YeM HECKOHEYHOE YBENNYEHE A03bl OAHOTO KaTeXonaMumHa.

OnuHedpuH umeeT Bonee wupokoe anbda- n 6eta-agpeHepriveckoe aencTare. OH NPUMEHSETCA NPy
pedpakTePHON TMNOTEH3NUN U COCTOSHUSX, rae TpebyeTcs OOHOBPEMEHHO YCUNUTL COCYANUCTBIN TOHYC W CO-
KpaTuMOCTb Muokapza. OfHaKo ero NPUMEHEHNEe OCROXHAETCS Taxukapauen, pocToM notTpebHOCTU MuUoKap-
[ia B KMCMOpoae 1 BO3MOXHbIM MOBbILLEHWEM NakTaTa 3a cHeT 6eTa-aapeHeprmyeckon CTUMynSUMm rnkonu-
3a. lMoaTomy mHTepnpeTaums naktata Ha ¢)oHe anuHedpuHa TpebyeT OCTOPOXHOCTM: €ro PoCT He BCEraa
PaBHO3HAYEH YXYALLIEHMIO TKAHEBOW MMMOKCWM, HO BCeraa TPeByeT KNMHUYECKO OLEHKN.
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OeHnnadhpuH, SBNSASCH NPEUMYLLECTBEHHO arnba-agpeHOMUMETUKOM, MOXET MOBLICUTb AaBreHue
LIEHOM CHUXEHUS yaapHoro obbema, 0CO6EHHO NpU OrpaHNYEHHOM CEpLEeYHOM pesepse. [JonamuH Yalle Bbl-
3blBaeT TaxuapuTMuM N MeHee npeackasyem. VX MecTo OrpaHuYeHO OTAEMbHBIMM KIMHUYECKUMI CUTYyaLns-
MW, HanpuMep COYETaHWEM MMMNOTEH3UN C BblpaxeHHOW Gpagmkapavei unm HenepeHoCMMOCTbLIO ApYriX Ka-
TEXONaMUHOB. AHTMOTEH3MH |l paccmaTpuBaeTcs kak BapuaHT Npu pedpakTepHO BasoannaTaLUyoHHOM rno-
TeH3uu; uccnegoeanme ATHOS-3 nokasano ero cnocobHOCTb NOBbILWATL AaBIEHMe, HO BOMPOCH! CTOMMOCTH,
BesonacHoCTV 1 0T6Opa NaLMEHTOB OrpaHNYMBAOT PYTUHHOE NPUMEHEHNE [7].

Cpoku Hayana Tepanuu: paHHee HasHavyeHue 6e3 nogMeHbI UH(DY3MOHHOW CTpaTernm

OnuH 13 Hanbonee 3Ha4YMMbIX CABMIOB MOCMEAHMX NeT CBA3aH C OTKA30M OT TaKTWKW, MPpK KOTOPOW Ba-
30MpeCcCop HasHa4YaeTCs TOMbKO MOCMEe 3aBepLUeHNs MAaCCUBHOM WHAY3MOHHOW Harpy3ku. Mpu BblpaXeHHOW
Basogunatauuv AnuTenbHoe BBeAEHWe PacTBOPOB HE BCErAa BOCCTaHaBNMBAeT nepdy3noHHOe [aBneHuve,
HO MOXeT MPWUBOAMTL K NEperpyske XWAKOCTbIO, OTEKY TKaHe: 1 yXyAweHuo rasoobmeHa. Moatomy paHHee
Hayano Ba3oNpecCOPHON NOAZEPXKN 06CyKaaeTcs kak cnocob CoKpaTUTb NEPUOA ONACHON MMMNOTEH3NUN U 13-
BexaTb 130bITOYHON UHAY3UM W KaK CREACTBUS AUTIOLMOHHO KoyronanaTum,

WccneposaHue CENSER nokasano, 4to paHHee BBefeHME HU3KUX 403 HOPSNUHEPUHA Y NALMEHTOB C
CeNnTNYEeCKON Ba30AMNATALMOHHON TMNOTEH3MEN NOBbILAN0 BEPOSTHOCTb KOHTPONS reMOAMHaMUKN Yepes 6
4acoB [8]. 3TM faHHble Henb3s cpaly NepeHOCUTb Ha BCE BapuaHTbl OCTPON LMPKYNSTOPHOM HE[OCTATOYHO-
CTM, HO OHM NOATBEPXKOAIOT BaXHbIV NPUHLMN: NPYU COXPaHSIOLLEMCS Nepdy3MOHHOM PUCKE MacCUBHas MHAY-
31l MOXET ObITb MeHee Be3onacHbIM BapuaHTOM, YeM napannesibHoe BOCCTAHOBIIEHWE COCYAMUCTOrO TOHYCa
1 OLieHKa OTBETA Ha 00beM.

Ho nepen paHHeEM HavarioM Ba3onpeccopoB, Hefb3s NpeHebperatb AMAarHOCTUKON U OLEHKON MPUYMH
rmnoToHuu. [py KpOBOMOTEPE  KIHOYEBLIM  BMELLATENLCTBOM OCTAETCA reMocta3 M TpaHCy3WUOHHO-
WH(Y3WMOHHAsA KOPPEKLMS; MPU CHKEHMM CEPAEYHOTO BbIOpoca TpebyeTcs OLeHKa COKpaTUMOCTU U peLleHne
Bonpoca 06 MHOTPOMHON NOAAEPXKKE; NP OBCTPYKTUBHBIX MPUYMHAX HEOBXOAMMO YCTpaHeHMe NpensTCTBns
KPOBOTOKY. Bazonpeccop B aTuX cuTyauusix MOXET OblTb MOCTOM K 3TUONOMYECKOMY NEYEHNIO, HO He €ero 3a-
MEHOMN.

Tabnuua 1
BasonpeccopHas nogaepxKa npy 0CTPON LIMPKYNATOPHOU HEAOCTaTOYHOCTH:
KNUHMYecKas noruka Bobibopa
y PaunoHanbHoe Yro Tpebyet
KnuHnueckas cutyaums OcHoOBHOW pUCK
peweHue OCTOPOXHOCTU
BasogunartaumoHHas AnuTensHas runonepdy- HopanuHedpuH Kak /3bbITouHas kaTexona-
MNOTEH3Ms 31t NPU COXPAHEHHO CTapTOBbIN Npenapar; MWHOBas Harpyska, Ta-

Basonnermu

npu pocTe Jo3bl — A0-
GaBneHune BasonpeccuHa

XUapuTtMum, niemmna

[ MnoBoneMuYeckun me-
XaHu3m

NogmeHa BOCNONHEHUS
00beMa noBbILLEHMEM
COCYAMCTOro TOHyCa

Basonpeccop Tonbko kak
BpeMeHHas noaaepxka
Ha ¢hoHe remocTasa u
BOCMOMNHEHNs 0b6bema

Ycunenue nepudepnye-
CKO1 Ba3OKOHCTPUKLW
Be3 BOoCCTaHOBIEHNS
[0CTaBKM Kucnopoaa

CHuxeHue cepaeyHoro
BblbpoCa

PocT nocTHarpysku u
yXyZALeHue Bbibpoca

OueHka cokpaTUMOCTM,

axoKkapauorpadus, pe-

LeHe 06 MHOTPOMHON
noaaepxke

deHnnaprH 1 BbICOKME
[03bl anbda-aroHMCToB

PedhpakTepHas runoTex-
3us

HapacTaHue 1o3bl 0gHo-
ro npenapata 6e3 nepe-
CMOTpa MexaHu3ma

KombuHauust mexaHus-
MOB JEWCTBUS; MOUCK
0BpaTMON NpUYMHLI

lMo3gHee pacnosHaBaHue
TamrnoHagbl, TPOM603M-
Bonuu, Mwemmn Mrokap-

na
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FemoaMHamuyeckue Luenu: AaBneHue Kak OPUEHTMP, a He KOHeYHas TouYKa

CpenHee apTepuanbHoe AaBfieHne 0cTaeTcs HeobXoaAUMbIM OPUEHTMPOM, MOCKObLKY 6€3 4OCTaTOuHO-
ro nepey3noHHOro AaBIEHNS HEBO3MOXHO NOLAAEPXMBATL KPOBOTOK B OpraHbl. OgHako fokasaTenbHas 6asa
noKasbIBaeT, 4To cama no cebe Ludpa AaBneHns He SBNSAETCA HaLEeXHbIM nokasaTeNieM yCneLwHon Tepanuu.
OueHka apekTBHOCTM JOIDKHA BKMOYATL AMHAMUKY CO3HAHMS, KOXXHOM Nepdry3ni, BpeMeHW KanunnsipHoro
HanoMHeHus, anypesa, nakrara, KUCIOTHO-OCHOBHOMO COCTOSHUS U noTpebHOCTK B Basonpeccopax. Mccneno-
BaHMe ANDROMEDA-SHOCK nokasano npakTuyeckylo 3Ha4MMoCTb nepudepuyeckon nepdysnn kak Lenm
peaHuMaLnn, aaxe ecny OTAenbHble NokasaTenu He AOMKHbI UCMosb3oBaTbea M3onupoBaHHo [10]. bonee
KOPPEKTHO rOBOPUTL HE O BbIBOpe MEeXAy NakTaToM U BpeMeHEM KanunisipHOro HanosnHeHus:, a ob ux cos-
MECTHOM MHTEpnpeTaLun: naktaT OTpaxaeT CUCTEMHYK MeTabonuyeckylo npobnemy, a nepudepuyeckas
nepdysns NOMoraeT OLEHUTb KNUHUYECKWIA OTBET Y NOCTENN NaLMEHTa.

Otcropa cregyeT KIYeBO BbIBOA: Ba30NpPeccopHas Tepanust ahdekTUBHA TOMbKO Torga, korga no-
BbILUEHWE AABNEHMS COMPOBOXAAETCS NpU3HaKamy BOCCTAHOBMIEHWS afeKBaTHOM OpraHHOM nepdy3un unm
npenoTBpalLaeT ero danbHenwee yxyalwenue. Ecnv cpegHee apTepuanbHoe AaBneHue OOCTUMHYTO, HO CO-
XPaHAKTCS ONUrypusi, HapyLLeHWe CO3HaHWS, XONOAHas MpamMopHas Koxa, pocT flaktaTa uinv HeobxoaMMoCTb
BbICTPOro yBenuyeHus 4o3bl Npenapara, Tepanus He MOXeT CYMTaTbCS JOCTAaTOYHOM.

CnopHble BONPOCHI M NpaKTUYeCKOe 3HaYeHMe AOKa3aTeNnbHOro nogxoaa

['MaBHbIA BONPOC B COBPEMEHHOW Ba30NPeCCOPHOI NOAAEPKKE 3aKNIOUAETCS HEe B TOM, KakoW npenapat
«CUnNbHEEY, a B TOM, Kak 13bexatb AByX KpanHOCTEN: NO3AHEro Hayana Tepanuu npy onacHoW rmnoTEH3WM 1
4pe3MepPHOI Ba30OKOHCTPUKLMW NPU yXe AOCTaTOMHOM nepdy3noHHOM faBneHun. Obe owwnbku MoryT yxya-
WwaTb ucxodpl. MepBas npogneBaeT TKAHEBYHO runonepdysnio, BTopast NOBbLILLIAET PUCK apUTMUIA, ULLIEMAN 1
YXYALWEHUS MUKPOLMPKYTSALNN.

[lokasaTtenbHbIii Noaxo4 He o3HavaeT Be3dyMHOro NepeHoca NPOTOKOMA Ha Kaxaoro nauueHta. bonb-
LUMHCTBO KAYeCTBEHHbIX UCCNEea0BaHu NpoBeAeHO Y BOMbHLIX C CENTUYECKON UK Ba30AMNaTaLMOHHON -
MOTEH3WUW, NO3TOMY WX pesynbTaTbl JOMKHbI MCMOMb30BATLCA Kak OCHOBA ANS PAaCCYyXOEHWs, a He Kak YHU-
BepcarnbHas WHCTPYKUMS 4NS BCeX MPUYMH LUOKOBOTO COCTOSHUS. JTO OCOBEHHO BaXHO B XMPYPrnvecKou,
TPaABMATOMOrMYECKON 1 NEPUONEPALMOHHON NPAKTUKE, FAE TMMOTEH3NS YacTO UMEET CMeLLaHHbIN MeXaHu3Mm:
OTHOCUTENbHAs MMNOBONEMUS, Ba3oAMnaTaLuMs nocne aHeCcTe3un, KPOBOMOTEPS, BOCNANUTENbHLIA OTBET U
OrPaHNYEHHBIN CEPAEYHbIA PE3EPB MOTYT CYLLECTBOBATL OAHOBPEMEHHO.

Takum 06pa3om, COBpEMEHHasH Ba30NpeccopHas noaaepkka TpebyeT He TOMbKO 3HaHMS 4O3MPOBOK W
npenapaToB, HO K NOCTOSIHHOrO MepecMoTpa rMnoTe3bl O MEXaHW3Me HapyLlueHust KpoBoobpalleHus. Ecnm
NaUMeHT He OTBEYAET Ha Tepanuio OXugaeMbiM 06pa3om, NpaBUIbHBIM PELLEHNEM SBASIETCS He TOMbKO yBe-
NMYeHe 403bl, HO M MOBTOPHAs OLEHKa NpeaHarpy3k1, COKpaTUMOCTMW, COCYAMCTOrO TOHYCA, KUCIOPOAHOro
TpaHcnopTa 1 06paTUMbIX NPUYMH TUMOTEH3MMN.

3aknoyeHune

BasonpeccopHas noaaepxka npu 0CTPon LMPKyNSTOPHON HELOCTaTOMHOCTW AOMKHA paccMaTpuBaThCs
He KaK 130MMpoBaHHas KOpPEKLMS rMNoTEH3NK, a kak cnocob ynpaeneHuns nepdy3voHHbIM puckoM. Hanbonee
pauuoHaribHas cTpaTerus CTPOUTCA Ha OnpefeNieHnun BeayLLero MexaHuama HapyLieHus KpoBoobpalleHus,
PaHHEM BOCCTAHOBMEHUM MUHUMAMbHO AOCTATOYHOMO NEPY3NOHHOTO AABMEHUS U PErYNSAPHONA OLEHKE Op-
raHHOro oTBeTa.

HopanuHedpuH sBnseTcs Hambonee 060CHOBaHHBIM CTAapTOBbIM Ba30MNPECCOPOM MpY Basoaunarauu-
OHHOM MeXxaHu3Me, OHaKO ero NpUMeHeHne Tak e TpebyeT OT Bpaya OLeHKM 0Bbema LMpKyIupyioLLen Kpo-
BM, COKPATUMOCTW MWOKapAa 1 0BpaTUMbIX NPUYMH rMNOTEH3WUW. BasonpeccuH, anuHedpyH, LONaMuH, eHu-
n3hpuH 1 aHrnoTeH3uH Il umetoT Gonee orpaHNYEHHOE M KOHTEKCT-3aBUCMMOE MECTO. MIX LIEHHOCTb onpene-
NAETCA He CNOCOBHOCTLI0 NOBBLICUTL AABIEHNE, & COOTBETCTBUEM KOHKPETHOMY reMOAMHAMUYECKOMY (HEHO-
Thny.

[naBHbIA NPaKTUYECKUN BbIBOL COCTOUT B TOM, YTO LieNb MHTEHCUBHOW TEpaniu - He JOCTUKEHUE HYX-
HOW LMdpbl apTepuanbHOro AaBneHus, a BOCCTAHOBIIEHNE TAaKOrO YPOBHSA CUCTEMHOM W OpraHHOM nepaysunu,
Mpn KOTOPOM CHUXAETCH PUCK NPOrpeccupoBaHUs OpraHHOM AWUCKYHKUMK. IMEHHO NO3TOMY COBpeMeHHas
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BA30MPEeCcopHas Tepanusi JOMKHA OLEHMBATLCS MO COBOKYMHOCTM NoKasaTenen: cpeaHemy apTepuanbHoMy
[ABNEHNI0, ANypesy, COCTOSHUI0 CO3HaHMs!, nepucepuyeckoil nepdysum, naktaty, AaHHbIM YNbTPa3ByKOBOIO
N reMOAMHAMUYECKOrO MOHUTOPUHIA. Takol Noaxon AenaeT Ba3onpecCopHy MOALEPXKKY YaCTbio KiMHUYe-
CKOrO MbILLTIEHWS, @ He PYTUHHbBIM UCMIONHEHWUEM NPOTOKONA.
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NIBOVICTBEHHAA MPYPOIA MHrUBUTOPOB JAK:
OT KOHTPOJ1A BOCMANEHNA K CEPAEYHO-
COCYAUCTBIM PUCKAM

AXME[I0BA BUBUIY/Ib FAUAPOBHA,
HOBWKOBA [1APbfl AHIPEEBHA,
PAMA3AHOBA TYPYAHA PAMUWKOBHA,
AKYbOBA PU3ENA 3AKUPOBHA

CTYAEHTbI
Orb0Y BO ActpaxaHckuin MY Munsapasa Poccum

AxHoTaumsa: WNHrmbutopel JAK (JAKI) npeactasnsioT coboit 0anH 13 Hambonee 3HaunTeNbHbIX NPOPLIBOB B
NeYeHnn UMMYHOBOCTANIUTENbHBIX 3ab0neBaHNiA 1 MUENoNponudepaTMBHLIX HOBOOOPa3oBaHUM 3a nocnes-
Hee pecsatuneTue [1, 2]. [JeMOHCTPUPYS BbICOKYH 3hEKTUBHOCTL B MOAABNEHUM CUCTEMHOTO BOCMANeHus,
9TV npenapartbl, 04HAKO, NPOAEMOHCTPUPOBANN HEOOHO3HAYHOE BNUSHIWE HA CEepaeYHO-COCYANCTLIN PUCK [3,
5]. [aHHbin 0630p aHamuanpyeT (yHAaMeHTanbHble MeXaHW3Mbl, Nexallue B OCHOBE 3TOro napapjokca,
CpaBHWBas NaTodu3NONOrio BocnanuTeNbHbIX 3abonesaHui (Ha NpuMepe peBMaToMaHOro apTpuTa) U Mue-
nonponugepaTuBHbIX HOBooOpa3oBaHuii [4, 8]. MNMokasaHo, 4To acpdekTnBHOCTL JAKI B CHUXEHUM TPOMBOT -
4eCKOro pucka KpUTUYECKM 3aBUCUT OT aTuonorn 3abonesanus: npu JAK2-mMyTaHTHbIX reMobnactosax OHu
BbICTYNAKT Kak aHTUTpOMBOTUYECKMe CPEACTBa, TOrAa Kak Npu CUCTEMHbIX BOCMANMUTENbHBIX NPOLECccax MX
NPUMEHEHWE CBA3AHO C COXPAHEHWEM WMWK Jaxe NOBbILEHNEM pUCKa CEpOEYHO-COCYANCTLIX KaTacTpod [7,
10]. B ocHOBe 3TON ANXOTOMUW Nexar fBa Kn4eBblx (hakTopa: HenosiHoe MHrMbuposaHue NpoTpoMBoTUYe-
CKMX CUrHanbHbIX NyTei ((hakTopa HeKpo3a Onyxomnu 1 UHTepnenkuHa-17, He sasucawmx ot JAK/STAT) u no-
TeHUManbHas 40303aB1cMMas aHAoTennanbHas TokeuHoCTb [7, 10]. MoHUMaHKe 3TUX MEeXaHW3MOB KpUTUYe-
CK/ BXKHO ANS NepCcoHanu3npoBaHHOrO Bbibopa Tepanui U MUHUMU3aLMK CEPLEYHO-COCYANUCTLIX OCTOXHE-
HWN [3, 5].

KntoueBbie cnoBa: MHrbutopsl JAK, MHMMBKUTOPEI AHYC-KMHA3, Cepag4HO-COCYAMCTLIN PUCK, TPOMBO3, peB-
MaTOMOHbIA apTpUT, MUENONponudepaTBHbIe HOBOOBPA30BaHNS, BOCNAneHe, aHAoTeNuanbHas ANCchyHk-
LS, LMTOKMHbI, (DaKTOP HEKpo3a OMyXonu, UHTEPMEnkNH-6, MHTepnenkH-17, curdanbHbin nyTe JAK/STAT,
TohaunTuHKG, BapuunTHMG, ynagaumTnHNG, pyKCynmMTMHNG

THE DUAL NATURE OF JAK INHIBITORS: FROM INFLAMMATION CONTROL TO CARDIOVASCULAR
RISKS

Akhmedova Bibigul Gaydarovna,
Novikova Daria Andreevna,
Ramazanova Turchana Rafikovna,
Yakubova Rizeda Zakirovna

Abstract: Janus kinase inhibitors (JAKI) represent one of the most significant breakthroughs in the treatment
of immune-mediated inflammatory diseases and myeloproliferative neoplasms over the past decade. Despite
demonstrating high efficacy in suppressing systemic inflammation, these agents have shown ambiguous ef-

WWW.NAUKAIP.RU



n HAYYHOE PH3BAHUE

fects on cardiovascular risk. This review analyzes the fundamental mechanisms underlying this paradox, com-
paring the pathophysiology of inflammatory diseases (exemplified by rheumatoid arthritis) and myeloprolifera-
tive neoplasms. It is demonstrated that the efficacy of JAKi in reducing thrombotic risk critically depends on
disease etiology: in JAK2-mutant hematological malignancies, they act as antithrombotic agents, whereas in
systemic inflammatory conditions, their use is associated with persistent or even increased risk of cardiovascu-
lar events. This dichotomy is driven by two key factors: incomplete inhibition of prothrombotic signaling path-
ways mediated by tumor necrosis factor and interleukin-17, which are JAK/STAT-independent, and potential
dose-dependent endothelial toxicity. Understanding these mechanisms is critically important for personalized
therapy selection and minimization of cardiovascular complications.

Keywords: Janus kinase inhibitors, JAK inhibitors, cardiovascular risk, thrombosis, rheumatoid arthritis,
myeloproliferative neoplasms, inflammation, endothelial dysfunction, cytokines, tumor necrosis factor, interle u-
kin-6, interleukin-17, JAK/STAT pathway, tofacitinib, baricitinib, upadacitinib, ruxolitinib

BeeneHue

XpoHUYeckoe BoOcnaneHue SBMSETCS He3aBUCUMbIM (DAKTOPOM pUCKa pas3BUTUS YCKOPEHHOro aTepo-
CKneposa 1 cepaeyHo-cocyamncTbix CoBbITM. Mpu peBMaToONgHOM apTpuTe, NCOPUATUYECKOM apTpuTe, BOC-
nanuTenbHbIX 3a60MeBaHNSX KALLEYHMKA U APYriX ayTOMMMYHHbIX MaToforusX aTOT pUCK Bo3pacTaeT B 1,5-2
pasa no cpaBHeHu0 ¢ obuien nonynsaumnen [3, 5]. KnioyeByto ponb B 9TOM npoLecce MrpatoT nposocnanu-
TeMNbHble UMTOKMHBI — pakTop Hekposa onyxonu (PHO), nHtepnenkuel 16, 6, 17 (AN-16, WUN-6, UN-17) [7,
10]. 3T Monekyrbl, BbICBOOOXAAACH U3 0Yara BOCNareHus, OkasbiBaloT CUCTEMHOE AENCTBUE: NOBPEXOA0T
SHAOTENUIA COCYA0B, MHOYLMPYIOT 3KCMPECCUIO MOMEKYN aare3nn, yCUnmBatoT NpoKoarysHTHYH0 akTUBHOCTb
NoLaBNAT eCTECTBEHHbIE aHTUKOATYNAHTHbIE MEXaHW3MbI [7].

Buonornyeckue npenapatbl (MHrMbuTopsl ®HO, UN-6, UI-1B) He TONbKO 3hdEKTUBHO KOHTPONMPYHOT
CUMNTOMbI 3aD0NEBaHMS, HO M JOCTOBEPHO CHUXAIOT cepaeyHo-cocyaucTbli puck [10]. OgHako HrMOUTOPDI
JAK — TapreTHble HU3KOMOIEKYNApHbIE Npenapartbl, BrokupyloLmMe BHYTPUKIETOYHYO nepegady curHana
MHOTMX NPOBOCMANUTENbHBIX LWTOKMHOB, — NPOAEMOHCTPUPOBANK napagokcanbHbin addekT [1, 2, 3]. C oa-
HOW CTOPOHbI, OHW YacTO MPEBOCXOAAT BUOMNOrMYeCKyto Tepanuio No 3hPEKTMBHOCTU NOLABNEHNS Bocnane-
HWs (CHWkeHWe yposHs C-peakTusHoro benka, CPB) [2, 5]. C apyrom CTOpoHbI, y nauueHToB ¢ PA ¢ BbICOKAM
cepaeyHo-cocyancTbim puckom JAKI accoummpoBaHbl C NOBbILEHWEM YaCTOTbl TPOMBO3IMOONNYECKNX OCMOX-
HeHWi, yTo noTpebosaro Beinycka npeaynpexaeHus FDA ("yepHas pamka") [3, 5]. B To xe Bpems npu mue-
nonponudgepatBHbIX HoBOOOpa3oBaHusx (MIMH), roe naToreHes CBsi3aH C aKTUBWPYHOLLEN MyTauuen re-
Ha JAK2, Te xe npenapaTbl 4EMOHCTPUPYIOT aHTUTpomBoTnyecknin achdekT [4, 8]. Llens oaHHoro ob3opa —
CMUCTEMATM3MPOBATb COBPEMEHHbIE JaHHbIe O MEXaHM3MaX, ONpeaenstoLmx aTy 6Uonornyeckyto ABOMCTBEH-
HocTb JAKI [10].

Ponb cuctemMHoro BocnaneHus B cepae4yHo-coCyaUCTOM PUCKe

BocnanutenbHbIn kackad, WHULMUPYEMbI NOBPEXAEHHBIMU TKaHSMW, NPUBOANUT K CUCTEMHOMY MOBbI-
LUEHWIO NPOBOCNANUTENbHBLIX LMTOKMHOB. VX BO3AENCTBME HA COCYAMUCTYHO CTEHKY MHOrOKOMMOHEHTHO. ®HO
MOBbILIAET MPOHMLAEMOCTb SHAOTENMS, UHAYUMpYEeT akcnpeccuio monekyn agresum (VCAM-1, ICAM-1, E-
CENeKTWH), CTUMyNMpYeT BbiCBODOXAEHNE TKaHEBOrO (haktopa (TP) M OKMCIUTENBHBIA CTPECC, OAHOBPEME H-
HO noaaensas cuHTes okcuaa asota (NO) — moLHoro uHrmbutopa arperauuy TpombouuTos [7]. UI1-6 asnseT-
CS rMaBHbIM MHAYKTOPOM CiHTe3a CPB B neyeHu, ycunuBaeT KCNpeccuio MONEKyN aaresnn Ha SHAOTENMM,
CTUMynMpyeT akcnpeccuto TO B MoHouuTax u crnocobetyeT amddbepeHumposke Th17-knetok [10]. WMT-1B
WHAYLMPYET MPOKOAryNSHTHBIA (DEHOTUN SHAOTENMUS, YCUNMBAET aaresuto 1 arperauuo TpombouuTos, COB-
MecTHO ¢ UI1-6 cnocobeTsyet passutuio Th17-oteeta [7]. WIT-17A (cam no cebe obnagatowymii yMEPEHHBIM
agpektom) B cuHeprm ¢ ®HO n UI-1B mHorokpaTHo ycunueaeT npogykumo UI1-6, akcnpeccuto Monekyn
afre3ny 1, YTO KpUTUYECKN BaXHO, MHAYLMPYET akcnpeccuio T npu ogHOBPEMEHHOM MogaBneHun Tpombo-
mogynuHa (TM), Hapywas BanaHc cuctembl koarynsumm [7].
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KnioyeBbiM [joka3aTenscTtBoM ponu BocnaneHus B pa3sutum CCC crano uccnegosanume CANTOS, B
KOTOpPOM WHrnbuposaxue W1-1B kaHaknHymabom cHuxano Yactoty CCCO Ha 15% y nauneHToB ¢ MHapKTOM
Muokapaa B aHamuese [10]. Mpu PA v gpyrux ayTouMmyHHbIX 3aboneBaHusx Tepanust uHrnbutopamm ®HO un
WN-6 [OCTOBEPHO CHIMKAET pUCK MHbapkTa Muokapaa u uHcynbTa [5, 10]. OgHako ¢ nosiBnexunem JAKI ata
CTPOWHas KapTuHa HapyLwmnace [3, 10].

Mytb JAK/STAT: UeHTpanbHbIN y3en U anbTepHaTMBHbIE NYTU Nepefayu curHana

LinTokuHbl, nepegatowme curdan vepes JAKISTAT (U11-6, WI1-23, nHTepdepoHbl, KONOHUECTUMYNUPY-
lowme hakTopbl), CBA3LIBAKOTCA C peLenTopamu, YTo 3anyckaeT ayTo- W TpaHcgocgopunmpoBaHue JAK-
knHas (JAK1, JAK2, JAK3, TYK2). 310 BedeT K pekpyTupoBaHuio 1 ochopunupoBannio STAT-6enkos
(STAT1-STATG), koTOpble AUMEPU3YIOTCS, NEPEMELLAIOTCS B SAPO W PErynupyroT TPAHCKPUMLMIO FEeHOB BOC-
naneHus, nponudepauun n auddepeHLUMPOBKI KNETOK, B TOM Yncne — anddepeHumnposku Th17-kneTok nog
pencteuem UI1-6 yepes STAT3 [1, 2, 6].

B otnmnuue ot atoro, UI1-17, ®HO n UJ1-1B nepegatoT curHan Yepes anbTepHaTUBHbIE NYTU, HE UCMOSb-
sytowme JAK/STAT. UM-17 s3aumopenctsyeT ¢ Act! n TRAF6 ¢ nocnegytowein aktusaumen NF-kB n MAPK.
®HO pekpytupyer TRADD wn RIPK1, Takke aktusupys NF-kB n MAPK. WI1-1B geicteyet yepes MyD88 ¢
aHanornyHeim BosreveHneM NF-kB u MAPK [7]. 31oT cyHAaMeHTanbHbIA (HaKT NEXUT B OCHOBE HEMOMHOM
ahpektmsHocTH JAKI: OHM He MoryT Hanpsimyto 6rokuposatb npotpomboTuyeckue agdektol ®HO n UN-17
Ha sHZoTenuarnbHble knetku [7, 10].

Xots JAKi He 6nokupyloT curHanuHr WN-17, oHM CHUXaKOT ero Npoaykuuio, nogasnss audhepeHLm-
poBky Th17 yepes uHrnbuposanue UI-6/STAT3 n N-23/STAT3 [1, 2, 6]. OgHako ata 6nokaga HenonHa, no-
ckonbky WI1-1B (He 3aBucsawmmn o1 JAK) npogosmkaet noaaepxveats Anddeperumposky Th17 yepes NF-kB un
AP-1 [7]. Bonee Toro, U®Hy (nHrnbutop Th17) Takke nogasnserca JAKI, 4To MOXeT napafgoKcanbHO yeunu-
BaTb Th17-o1BeT [10].

UHrnbutopbl JAK: cnekTp AeNCTBUA U KNTUHUYECKNE HUALLK

Mo cnektpy aktuHocTH JAKI penstca Ha Heckonbko rpynn. [MpeuMyLlecTBEHHbIE WHMMBUTOPLI
JAK1/JAK3, Takue kak TodauntnHmnb (tarke Bnmstowmin Ha JAK2), ynagaumtuHnb v unrotuHmnd, npumeHs-
totca npu PA, ncopuaTtuyeckom apTpute 1 BOCManuTenbHbIX 3aboneBaHnsix kuwevHuka [2, 3, 5, 6]. bapuuwn-
TUHUO ABNAETCS NpenmMyLLecTBEHHbIM MHIMBuTopom JAK1/JAK2 [5, 9]. MeduumtnHnb otHocuTes K naH-JAK-
nHruéutopam [1]. MHrmbutopsl JAK1/JAK2 ¢ akueHTom Ha JAK2 — pykcynuTuHmnb u pegpatnin® — npume-
HatoTcs npy MIMH (MMenogmbpos, UCTUHHASA NONMLMTEMUS], ACCEHLManbHas TpombouuTemms) [4, 8].

KnuHudeckne pesynbtaTbl AEMOHCTPUPYIOT NpuHUMNuanbHble pasnnums. MccneposaHne ORAL
Surveillance nokasano, 4to y nauyueHtoB ¢ PA ctaple 50 net ¢ cepaeyHo-CcocyamncTbiMm hakTopamm pucka
ToauntHmb yeenuumsaet puck CCCO (OP 1.33) 1 BeHO3HbIX TPOMBO3IMBOMNMIA MO CPABHEHMIO C UHIUOUTO-
pamu ®HO [3, 5]. AHanormyHble curHarbl NonyYeHsbl Ans 6apuuuTuHMba 1 ynagauntuHnba B nogrpynnax Bbi-
coKkoro pucka [5]. Mpu aTom y Gonee mMonoAbIX NAUMEHTOB C NCOPUATUYECKAM apTPUTOM MK MpK BOcnanu-
TenbHbIX 3ab0NeBaHNsX KULLEYHUKA CTaTUCTUYECKN 3HAYMMOTO NOBbILIEHUS PUCKA HE OTMEYEHO, YTO YKa3bl-
BaeT Ha porb UCXOAHOro PoHOBOrO pucka [6, 10].

B npoTuBononoxHocTb atomy, npu MITH pykcynuTuHnG CHKaeT TPOMBOTUYECKNIA PUCK: OH YMEHbLLAET
KONMWYECTBO MMNEepPeakTUBHbIX KNETOK KPOBM, CHUXAET NMPOAYKLMIO NPOBOCNanUTENbHbIX LMTOKUHOB 1 CPB,
YMEHbLUAET JKCNpeccuto P-cenekTuHa 1 aare3vBHy0 akTUBHOCTL aHZoTenus [4, 8].

MexaHu3mbl napagokca JAKi npu BocnanutenbHbIX 3a00neBaHusAX

Mpu PA 1 aHanormyHbix 3a60neBaHMsX OCHOBHOM BKMag B NPOTPOMOOTUYECKOE COCTOSIHUE BHOCST CU-
HeprnyHble 3dpektbl ®HO n WIN-17 Ha sHpoTenuit: uHaykums monekyn agreamm (VCAM-1, ICAM-1, E-
CENeKTWH), MOBbILEHNE IKCMpeccun TkaHeBoro ¢paktopa (T®P) M CHWXeHMe aKcnpeccun TpombomoaynmHa
(TM) [7]. Mockonbky H1 ®HO, Hu UI1-17 He ncnonbayoT JAK/STAT, JAKi He moryT 6nokmpoBatb aTu apek-
Tl Hanpsmyto [7, 10]. B pesynbTate, HECMOTPSt Ha CHUXeHWe yposHs WN-6 n CPB, aHpoTtenuansHas guc-
(DYHKUMS 1 NPOKOArynAHTHBINA caBur coxpaHstoTes [3, 10].
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OKCnepuUMeHTasbHbIE JaHHble NMOKa3blBatT, YTO B BbICOKMX KOHUeHTpaumsax (=10 mkM) JAKI He Tonbko
He CHWXalT, HO MOTYT YCUNMBaTb AKCMPECCUI0 MOMekyn aare3nun, uHayumposanHyto ®HO+UM-17 [7]. 1o
MOXeET ObITb CBA3aHO C nepekrioyeHnem Ha anbTepHatueHble nyT (NF-kB, MAPK), koTopble npu BbICOKOW
KOHLeHTpauuu npenapaTa He CynpeccupyroTes, a Takke ¢ NPSMON LMTOTOKCUYHOCTbIO: BbICOKME [03bl JAKI
WHOYLMPYIOT anonTo3 SHAOTENManbHbIX KIETOK, YTO caMo no cebe ABNSeTCS NPOTPOMOOTUYECKUM (haKTOPOM
(noBbiweHne T®, noTeps aHTUKoArynsHTHbIX cBoWcTB) [7, 10]. Takum obpa3om, [0303aBUCUMbIN 3GHPEKT MO-
XET 0BBACHATb, NOYEMY MOBbILEHME pUCKa HABMIOAANOCh UMEHHO Y NaLMEHTOB, NOMyYaBLWKX MaKCUMasb-
Hble Jo3bl [3, 5].

HebnaronpusatHei npodunb JAKI BbIXOAUT 3@ paMKu CepAeYHO-COCYAUCTbIX U TPOMBOTUYECKUX NPO-
6nem. Uurnbuposanue JAK2 HapywaeT curHanuir GM-CSF, yto BeaeT K HeiTponeHun u numdonenun [1, 2].
Mopaenenne JAK1/TYK2 HapyluaeT npOTUBOBUPYCHBIN OTBET, YTO KITMHUYECKU NPOSIBNSETCS B MOBbILLEHHON
yacToTe peakTuBauuu Bupyca repneca [3, 6]. Kpome Toro, kak n uHrmbutopsl UI-6, JAKi moryT nosblwath
YPOBEHb NIUMMAOB, XOTS, N0 COBPEMEHHBIM AaHHbIM, 3TO HE NEePeBELLMBAET NOSb3y OT NPOTUBOBOCMANMUTENb-
Horo adpcpekTa [5, 10].

Mouemy npu MIMH JAKi paboTtatoT kak aHTUTPOMOOTUKU?

Mpu MIMH natoreHe3 Tpombo3a npuHUMnuansHo uHon. MyTaumns JAK2V617F Bbi3blBaeT KOHCTUTYTUB-
Hyto akTuBaumio nytn JAK/STAT B reMonoaTnyeckux CTBONOBLIX KIETKaX, YTO BEAET K KIOHanbHOM nponude-
pauun runeppeakTUBHbIX TPOMOOLMTOB, 3PUTPOLMTOB U NENKOLMTOB, MMNEPBSA3KOCTU KPOBU, W3BLITOYHOM
NPOAYKLMM NpoBOCnanuTenbHbIX LMTOKMHOB (MI1-6, ®HO, N-1B), noBbiweHHOR akcnpeccun P-cenektuHa Ha
TpomboLmTax, NOBbLILEHHON CKNOHHOCTU HeilTpodunoB k NETosis (BbIGpOCY BHEKNETOUHbIX JIOBYLLEK, NPOBO-
LMpYOLLMX TPOMB03) 1 aKTUBALMM HAOTENNS KNeTKaMu-HoCUTENSMM MyTauum [4, 8].

B aton cutyauumn JAKI peicTByioT Ha nepBonpuumMHy — MyTaHTHbIN JAK2. Briokmpys ero, oHn HopMma-
IIU3YI0T KOMWYECTBO W (PYHKLMOHANBHYIO aKTUBHOCTb KIETOK KPOBW, CHUXAIOT IMNepBA3KOCTb, YMEHbLIAT
NPOAYKLMIO LIMTOKMHOB 1 ypoBeHb CPB, a Takke CHXatoT aareavBHyt0 akTMBHOCTb aHaoTenus [4, 8]. Takum
obpasom, npu MIMNH MuweEHb Tepanim 1 OCHOBHOWM NaTOreHETUYECKNI I MeXaHN3M COBMaaatoT, YTo obecneyu-
BaeT aHTUTPoMOOTHUYeCKMn achdbekT [4, 8].

lMpakTnyeckue BbIBOAbI U CTPATErM MUHUMU3ALIUKU pPUCKa

CoBpeMmeHHble pekomeHgaumm (EULAR 2023) nogyepkuBatoT HEOBXOAMMOCTL TLUATENBHOWM NpeaBapu-
TENbHOW OLEHKM cepaeyHo-cocyauctoro pucka (SCORE2, ®pammnHreMckasi Lwkana) y BceX NauMeHToB nepes
HasHauyeHneM JAKi [3, 5, 10]. Ocoboe BHMMaHWe cnegyeT yaensTb BO3pacTy cTaplie 65 neT, KypeHuto, apTe-
pUanbHON rMnepTeH3nu, gucnunuaemmm, caxapHomy anabety v Hannumio CC3 B aHamHese [3, 5]. [Ansa nauu-
€HTOB C BbICOKAM PUCKOM MPEANoYTUTENbHEE MOTYT ObiTb UHIMOUTOPLI UI1-6 (Hanpumep, Touunmudymad) unu
nHroutopbl ®HO, 0coBEHHO CIM OHM AOCTYNMHbI U 3(PEKTUBHBI B JAHHOM KIIMHUYECKOM cueHapum [5, 10].

BaxHO wcnonb3oBaTb MuUHMMAarbHble addekTvBHble Ao3bl JAKI [3, 5]. B wnccneposanum ORAL
Surveillance cHuxeHne fo3bl TopauuTuHba B Xo4e NPOTOKOMAa YMEHbLLANO YacToTy HeXenaTenbHbIX sBne-
HWA [3]. MOHWUTOPUHT JOIKeH BKNOYaTh AuHaMuky CPB (kak mapkep KOHTpons BOCManeHusi), KOHTpoONb nu-
MUAHOTO NPOUNSA, OLEHKY (OYHKLMM MOYEK U MeYeHu, a Takke HabnioaeHue 3a KIMHUYECKUMU NpU3HaKaMu
Tpomb603a (0TeK, 60N B KOHEYHOCTSX, OAbiLka) [5, 9].

OKCnepuUMeHTanbHble CTpaTerMm BKNOYaOT KOMOMHMpoBaHHOe BosgencTeme Ha JAK/STAT u NF-kB
nyTn. TeopeTnyeckn, COBMeCTHOe BBeaeHne nHrnbutopoB NF-kB Morno 6bl HeTpanuaoBaTb NPOTPOMOOTU-
yeckune adpektol ®HO n UI1-17 [7, 10]. OpHako 6e30nacHOCTb 1 3PEEKTUBHOCTL TakuX KOMOMHaLMI Tpeby-
0T TLATENbHbIX AOKIUHUYECKMX U KNMHUYeckux uccneposanui [10]. B Gonee oTaaneHHoM nepcnekTuee pac-
cmaTtpuBaeTcs pa3paboTka CenekTUBHbIX MOLYNATOpOB, KoTopble OyayT 6GnokuMpoBaTb NaTONOrMYECKUi
JAK/STAT-curHanuHr 6e3 BNusiHUS Ha 3awuTHble nyTv sHgotenus [1, 10].

3aknioyeHune

WHrbutopbl JAK SBNSOTCS MOLLHBIM TEPaNneBTUYECKUM UHCTPYMEHTOM, U3MEHWBLUMM NaHAawadT ne-
YeHWs BOcnanuTenbHbIX 3aboneBaHuin u remobnactosos [1, 2, 4]. OgHako MX BRMsIHME HA CEPOEYHO-
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COCYMUCTYI0 CUCTEMY OMpeaensieTcs CnoxHbIM 6anaHcom NpOTMBOBOCNANMUTENBHOO addekTa 1 CoxpaHsito-
Wmxcs npotpomboTnyeckux mexannamos [3, 10]. SddektnBHOCTb JAKI B OTHOLLEHMM TPOMBOTUYECKOTO puc-
ka 3aBuUCUT OT aTuonorn 3abonesaHus. Mpu MIMH, Bbi3BaHHbIX MyTaumen JAK2, OHW JENCTBY K0T KaK NpsiMble
aHTuTpomboTMyeckue cpeactea [4, 8]. Mpu BocnanuTeNbHbIX ayTOUMMYHHbIX 3ab0oneBaHusX, rae BeayLLyto
ponb urpatot ®HO n UJ1-17, ux npotpomboTHyeckue adpekTsl He Briokupyrotest JAKI [7, 10]. HenonHoTa nH-
rmbupoBaHns 0bbsacHAeTC TeM, 4To curHanbHele Nyt ®HO n UMT-17 He 3asucat ot JAK/ISTAT [7]. [o3o3a-
BMCUMbI PUCK CBS3aH C BO3MOXHOM SHAOTENMANbHOM TOKCUYHOCTBIO W NapafoKcanbHOW akTuBaumen anb-
TEPHATUBHbIX NPOBOCMANUTESbHBIX KackagoB MpU BbICOKWUX KOHLEeHTpauusx npenapatos [7, 10]. KnuHuyeckne
pekoMeHZauuy JOMKHbI BKTOYaTh 00643aTeNbHY0 CTpaTU(UKALMIO CepaeydHO-COCYaMCTOr0 prcka, 1Cnosb3o-
BaHWe MUHUManbHbIX 3hPEKTUBHBIX 403 U MPUOPUTU3ALMIO anbTEPHATMBHBIX NpenapaTtos (MHrmbutopos UJ-
6 nnu ®HO) y naUMeHTOB C BbICOKUM UCXOAHLIM puckoM [3, 5, 10]. MoHnMaHWe 3TUX MEXaHM3MOB OTKPbIBAET
nyTb K 6onee nepcoHanu3vMpoBaHHOW Tepanuu, no3sonss ucnonb3oBath JAKI ¢ MakcuManbHOW Monb3oM U
MUHUManbHbIMK puckamu [1, 10]. JanbHenwmre uccnenoBaHus OOMKHbI ObiTb HanpaBreHbl Ha paspaboTky
BromapkepoB Ans NpeackasaHns MHAMBMAYANbHOMO OTBETA M CO3AaHMe KOMOUHWUPOBAHHbIX CTpaTerviA, Crno-
COBHbIX MOHOCTBIO HEMTPaNM30BaTh NPOTPOMBOTUYECKUI NOTEHLMAN CMCTEMHOTO Bocnanexus [5, 10].
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YK 61

MWOMA MATKW: 3TUONOr WA, NATOTEHES,
KINHWKA N TPUHLINBI JIEYEHNA

AXME[L0BA BMBHIY/lb TAUIAPOBHA,
HOBWKOBA [1APbfl AHIPEEBHA,
PAMA3AHOBA TYPYAHA PAMGUKOBHA,
AKYbOBA PU3ENA 3AKUPOBHA

CTYAEHTbI
®rb0Y BO ActpaxaHckuin MY Munsapasa Poccum

AHHoTaums: B ctatbe npeacTaBneHbl COBPEMEHHbIE AaHHble 06 3TMOMOrMM, NaToreHeae 1 KIMHNYECKON Kap-
TMHE MWOMbI MaTKW. PaccMOTpEeHbl OCHOBHbIE MOAXOAbl K NeYeHno 3aboneBaHns, BKoYas ANHAMUYECKOE
HabnoaeHne, MeankaMeHTO3HYH Tepanuio, XMpypruyeckie N ManouHBasmBHbIe BMellaTensctea. O60CcHOBaH
A hepeHLUMpOBaHHbIA NOAX0A K BbIOOPY TaKTUKM BEAEHUS NALMEHTOK C Y4E€TOM BO3pacTa, penpoayKTUBHbIX
NNaHOB U KIIMHWYECKNX 0cOBEHHOCTe 3aboneBaHus.

KnioyeBble cnoBa: MuMoMa MaTki, NeoMMOMA, STMOMOMAS, NATOreHes, KNUHUKA, AMArHoCTUKA, NeveHue,
MWOM3KTOMWS, MMCTEPIKTOMUSI, IMOONM3aLMs MaTOYHbIX apTepui, aroHucTbl MHPI, penpoaykTuBHOe 300po-
Bbe.

UTERINE LEIOMYOMA: ETIOLOGY, PATHOGENESIS, CLINICAL FEATURES, AND THERAPEUTIC
APPROACHES

Akhmedova Bibigul Gaydarovna,
Novikova Daria Andreevna,
Ramazanova Turchana Rafikovna,
Yakubova Rizeda Zakirovna

Abstract: The article presents current data on the etiology, pathogenesis, and clinical presentation of uterine
fibroids. The main approaches to the treatment of the disease are reviewed, including dynamic observation,
medical therapy, surgical and minimally invasive interventions. A differentiated approach to the choice of pa-
tient management tactics is substantiated, taking into account age, reproductive plans, and clinical features of
the disease.

Keywords: uterine fibroids, leiomyoma, etiology, pathogenesis, clinical presentation, diagnosis, treatment,
myomectomy, hysterectomy, uterine artery embolization, GnRH agonists, reproductive health

BBegeHune

Haunbonee yacTbiMi OMyXONSIMU XEHCKON PenpoAYKTUBHOM CUCTEMbI SBASKOTCA MUMOMbI MaTKK (Takke
N3BECTHblE Kak NIeMoMMOMbI Mnn ombpommomsl) [6, 8]. 310 f0BpPOKaYECTBEHHbIE MOHOKMOHANBHBIE OMYyXOMu
rnagKkon MyCKynaTtypbl MaTki, BO3HMKarowwme u3 muometpus [5, 9]. OHn cocTosT m3 Bonblumx 06beMoB BHE-
KNEeTOYHOro MaTpukca, cofepxallero konnareH, (MBpOHEKTUH 1 NPOTEOornMKkaHbl. MUOMbI MaTku nopaxaroT
Bonee 70% XeHLUMH K MOMEHTY HacTynneHuns MeHonay3bl. OHu BeTpeyatoTes Y 20-40% XeHLWmH penpogyk-
TMBHOTO Bo3pacTa [5] (4acTo perpeccvpytoT nocrne meHonaysbl) [6], ¢ NOXWU3HEHHOW PaCNPOCTPAHEHHOCTbIO
30-70% [6, 8].
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JTuonatoreHes

HecMoTps Ha MX LIMPOKYH0 pacnpoCTpaHEHHOCTb, Mano YTo U3BECTHO O npuymHax JIM. Beino nposeqe-
HO MHOXECTBO UCCMe0BaHWiA MO 3TUONATOreHedy MMom maTtku [1, 6], HO 1x GbINO HEZOCTAaTOYHO, WU B HACTO-
sllee Bpemst BonpocoBs bonblue, YeM 0TBeToB [1]. bbinu uccneaoBaHsl pasnnyHble BUONOTMYECKUE 1 reHeTu-
Yeckne MpUYMHbl U MeXaHW3Mbl BO3HUKHOBEHUS W nporpeccupoBanns JIM. Ho Bce elle Heobxoaumbl aasnb-
HeWLwKe uccneoBaHus 415 BbIACHEHUS U MOHUMAHWS MEXaHU3MOB POCTa W pa3BUTUS 3TUX onyxonen [6, 8].

leHeTHYeckune chakTopbl

3HaYMMOCTb XPOMOCOMHbIX M3MEHEHU B 3TMOMATOreHe3e MaTovHOro mubpomartosa Obina HeaaBHO
NpOAEeMOHCTpupoBaHa. Takum 0bpasom, obLine XpoOMOCOMHbIE aHOManuu C APYrMMK TUNamu Onyxornen, Ta-
KM KaK NOYeYHble, NEroYHbIe U NernomMmocapkoMl, AatoT npumepHo 40% cryvyaeB MaTouHbIX (nbpom [2,
7]. Heckonbko uccrnenoBaHuii 0bHapyxunm JokasaTenbCcTBa reHeTUYECKon npegpacnonoxeHHocty K JIM co
3HayeHuamn ot 8 0o 70% [4, 6], BKNoYas UccrneaoBaHs CEMENHON arperauym, KoTopble nokasanu, 4To pac-
NPOCTPAHEHHOCTb NIENOMMOM Bblfa BbiLLE CPEAW XEHLLMH NEPBOMA CTEMEHN POACTBA, YEM CPeayn HepOLACTBEH-
HbIX eHLWuH [1, 4]. OueHkn HacnepyemocTt JIM no gaHHbIM UccrnefoBaHWA BIM3HELIOB BapbupyoTCs OT 26
[0 69% B eBponenckux nonynaumusx [2, 4, 6]. Mccnegosanus 6riv3HeLoB nokasanu 6onee BbICOKME NPOLEHTbI
KOHKOPAAHTHOCTM MEeXay MOHO3UIOTHbIMM Bnn3HeLaMu, YemM Mexay An3UroTHeIMK BriusHeuamm [2, 4], a Tak-
X€ NCCNEeS0BaHNS TEHETUYECKOrO CLENMEHNs B CEMbSIX C CUHAPOMaMK, cBsizaHHbIMK ¢ JIM [1, 10].

[MpU3HaHO, YTO reHETUYECKME aHOMamNUN SBMAKTCS BaXHbIMU Y4YaCTHUKAMM B POCTE OMyX0Su, U B 3TOM
CEKTOpE 3a nocneaHee BpeMst HakonmeHo BorbLIoe KONMYECTBO A0Ka3aTeNbCTB. MHOXECTBEHHbIE U3MEHEHUS
reHoB B knetkax JIM oTnmyatoT ux OT HOpMasbHbIX KNETOK MAaTOYHOW MyCKynaTypbl. Bbifo BbIABUHYTO Npesd-
NOMOXeHWe O BEPOSITHOM (HYHKLMOHANBHON POMW CalEHCHHIa reHoB, OMOCPEA0BAHHOTO METUAMPOBAHNEM
[AHK npomoTopa, B 3TUOMOrMK 3TUX ONyXOmei, Kak U BO MHOTUX ApYrix cnydvasx [2, 6, 7]. TpaHcnokauyum mex-
Ay xpomocomamu 12 n 14, TpaHcnokauum mexay xpomocomamu 6 1 10 1 geneuum xpomMocom 3 v 7 SBRSIOTCS
OQHUMM 13 MyTaLMI, BbI3bIBAKOLLMX MATOYHBIN (hnbpomatos [2, 3, 7].

CornacHo HOBOMY WcCnefoBaHuto, BOMbLUIMHCTBO MAOM BbI3BaHbl OAHUM U3 YETLIPEX U3MEHEHUI: MY-
Taumamu MED12, nnaktueaumen FH, peneunamm COL4AG-COL4AS nnm runepakcnpeccuein HMGAZ [7].

FopmoHanbHbIe hakTopbl

MuoMbI MaTK1 B 3HAYMTENBHOW CTEMNEHU 3aBUCAT OT 3CTPOreHa M NporectepoHa Ans CBOEro passuTiS
[2, 8], Ans pocTa MMOMbI He06X0AMMA aKTUBHOCTb SUYHWKOB, M BOMBLUMHCTBO MUOM YMEHBLUAKTCA Nocne Me-
Honaysbl [6]. KOHLEeHTpaLmm ropMOHOB ¥ FOPMOHASTbHbIX PELLENTOPOB B TKaHK MaTk1 pasnuyatotcs mexay JIM
W 300POBOW TKaHbIO MUoMeTpus [4, 8].

KoHueHTpauuu acTpagumona, apomatasel, peLentopa nporectepoHa (IP) u peuentopa acTporeHa (OP)
noBbiLweHbl B JIM [4, 8]. MoBbiweHHas akcnpeccus AP-a v MNP He 3aBUCKT OT pa3mepa OnyXomni, MOXET BbITb
PasrMyHoM B ONYXOSISX Y OAHOW NALMEHTKU U NOCTOSHHA Ha NPOTSHKEHUM BCeX a3 MeHCTpyanbHOro Lukna. B
pesyrnbTare, B OTIM4ME OT 0BbIYHOrO OTBETA MUOMETPUS Ha 3CTPOreH 1 nporectepoH, JIM, no-suaumomy, 06-
nagatoT runepyyBCTBUTENBHOCTLIO K MOSIOBLIM CTEPOUAHBIM ropMoHaMm [1, 6]. TkaHb JIM nposiBnsieT ycunexue
9KCMpeccun reHoB, perynupyeMblX 3CTPOTreHOM, B JNIOTEMHOBOM (hase, TOrAa Kak HOpMasbHbIA MUOMETPUN
obragaeT orpaHUYeHHON YyBCTBUTENBHOCTBLIO K 3CTPOreHY M CTAHOBUTCS HEaKTUBHBIM B NMIOTEMHOBOW (hase.
JIM TaKke yBenuumMBaeTcs B OTBET Ha MPOreCTepoH, KOTOPbIA OKa3biBaeT Nofasnsiollee BO3LENCTBME Ha
MuomeTpuii [4, 8], B LONOMHEHWE K NOTEPE BPEMEHHOMO/LIMKNMYECKOrO KOHTPONS 3CTporeHa. HensBecTHo, Ko-
roa NPoOUCXOaNT 3TO U3MEHEHWE B OTBETE Ha NOJIOBbLIE CTEPOMAHbIE TOPMOHBI npy JIM. Y xeHwuH ¢ JIM n 6e3
Hee YPOBHU 3CTPOreHa 1 NPorecTepoHa B KPOBU O4MHAKOBSI [6, 8].

[MporecTepoH, No-BUAUMOMY, UrpaeT KpUTUYECKYI0 POMb B POCTE MMOMbI MaTki, TOTAa Kak 3CTPOreH,
no-BUAMMOMY, BbINONHAET 6onee paspeLlaroLyto (PYHKLMIO B MUOMax MaTki, B OCHOBHOM Yepe3 MoBbiLLako-
LLYIO pPerynsuumio peLenTopoB NporecTepoHa B Muomax Matku [2, 3, 8].

OCTporeH €Ba3bIBatoT ¢ natoguanonornen JIM m3-3a ero CUNbHOMO BAUSIHAS HA SKCMPECCUI0 FEHOB,
YHYacCTBYIOLMX B KIETOYHOM nponudepauumn u anontose [6, 8]. YpoBHM acTporeHa y nauueHTok ¢ JIM moryt
ObITb BbICOKMMM MO ABYM NpuumHaMm. [epBas — 370 3CTPOreH B KPOBOTOKE, @ BTOpas — 3TO 3CTPOreH, Bbipa-
BaTbiBaEMbIN B TKAHW MUOMbI MyTEM MPEBPALLEHWs aHAPOreHOB apomartason. [locnegHuit, no-BuauMomy,
0cobeHHO BaxeH Ansa pa3sutusa JIM, nockonbKy aKCrpeccus apomarasbl He 0bHapyxuBanacb B 340POBOM

WWW.NAUKAIP.RU




n HAYYHOE PH3BAHUE

MuomMeTpuun. Kpome TOro, faxe npu OTCYTCTBUM 3CTPOreHa M3 ApYriX UCTOYHUKOB 3TOTO UCTOYHMKA 3CTPOreHa
[OCTaTOMHO ANs NOAAepXaHns pocta mbposHon TkaHw [1, 2, 6]. Ponb nporecTepoHa B passuTUiM MAOMbI
MHOrorpaHHa, BKIioYas nponugepaTmBHbie U aHTUANONTOTUYECKNE AENCTBMS, a TakKe CTUMYNUPYIOLLMe 3d-
(hekTbl Ha Benku BHekNeTouHoro Matpukca [4, 8]. MNosbiweHHas akcnpeccust 06emx nsodopm MP (MP-A u MP-
B) B TkaHX MMOMbI MO CPABHEHWIO C MPUEralLLMM HOPMabHbIM MUOMETPUEM, NOBbILLEHHAS MUTOTUYECKas
aKTUBHOCTb U aKcnpeccust Mapkepa nposndepaumm (Ki-67), a Takke nosblLakLas perynauus anugepmarb-
HOro (hakTopa pocTa B TKaHW MMOMbI BO BPEMS MOTEMHOBOM (hasbl UMK NOCNe NeYeHns nporectareHamm -
NATCS LoKasaTeNbCTBaMu, NOATBEPKAAOLMMU KPUTUHECKYHO PONb NPOrecTepoHa B NaTouanonory M1om
maTku [4, 6, 8].

BoicTpbiit pocT dmbpombl nocne 30 net, ocobeHHo B NpeaMeHonayae, bbin cBs3aH ¢ BO3PACTHbIMM 13-
MEHEHUAMI ropMoHarnbHoro 6anaHca (konebaHusmMmu) — M3MEHEHMEM SCTPOreH-NPOrecTepoHoBoro HanaHca,
4TO NoApa3yMeBaET MOBbILLIEHWE YPOBHS NMtoTenHu3npytoLlero ropmora (J1N) B nepumeHonayse, npueoasLLee
K yBENWUYeHM0 06bemMa MUOMbI MaTkK [2, 5].

KnuHuueckas kaptuHa

BaXHO OTMETUTb, YTO KNMHMYECKAs KapTuHa kpaiHe BapuabenbHa: NpuMepHo y 70% KEeHLWMUH MUOMbI
npoTekatT 6eCCMMNTOMHO, 1 ONyXonb 0BHAPYXWUBAETCS CryvanHo [5]. Y ocTaBLUENCs YacTu NauneHToK (oKo-
no 25-30%) HabnogarTcs pasnuyHble CUMATOMbI, BbIPAXEHHOCTb KOTOPbIX 3aBWUCUT OT pa3mepa, Konnde-
CTBa W, CaMOe rfaBHOE, NoKanu3auuy y3noB (0CO6EHHO CyOMyKO3HbIe y3Mbl AatoT Hambonee SipKy CUMMTO-
MaTuky) [5, 6].

MeHcTpyanbHble HapylweHus (TMnepMeHCTpyanbHbIA CUHAPOM)

OTO CaMbli YacTbl W XapaKTepHbIA CUMNTOM, 0COBEHHO Npu CyBMYKO3HbIX 1 MHTPaMyparnbHbIX y3nax
[5, 6].

MeHopparus (rnepmeHopes): ObunbHble MMnn aaUTeNbHbIE MEHCTPYasbHble KpoBoTeueHus. Kposo-
TEYEHME MOXET CONPOBOXOATHCA BbIAENEHNEM CTYCTKOB.

MeTpopparus: ALUMKIUYeCcKNe MaTOYHbIE KPOBOTEYEHNS (He CBSA3aHHbIE C MEHCTpyaLuein), BO3HUKA -
LMe 13-3a HapyLLEHUs COKPaTUMOCTN MaTKy.

lNoctremopparnyeckas aHeMusi: XpOHUYEeCKast KpOBOMOTEPS NPUBOAMT K Xene3oaeuumuTHON aHeMum,
KoTOopas NposiBNseTCs CnabocTbio, FONOBOKPYXEHUEM, BNegHOCTBIO KOXW, OAbILLKOW, CHUXEHEM paboTocno-
cobHocTu [5].

BoneBon cuiapom

XapakTep 60nu 3aBMCUT OT NTOKaNU3aLMmM y3na 1 Hanuymus OCNOXHEHWH [5, 6].

[ncmeHopes: bonesHeHHble MeHCTpyauumn (TSHyLLMEe WK cxBaTkoobpasHble 60nM BHU3Y XMBOTa U B
NOSICHULIE), BO3HUKAIOLLME U3-3a HAPYLLEHUS OTTOKA MEHCTPYyaribHOM KPOBW U MOBbILLEHHOW BbIpaboTku npo-
cTarnaHamHoB.

TasoBas 6onb / gaBneHue: MNocTosHHbIE HOWLME 6ONM UMK OLLYLLEHWNE TSKECTU BHWU3Y XWUBOTA, 06Y-
CNOBIEHHbIE AABNEHUEM KPYMHOTO Y3ra Ha COCEAHUE OpraHbl UK PacTSXKEHWEM KanCy bl MaTKU.

Octpas 60nb B x1BOTE: BO3HMKAET NPK OCNOXHEHWAX: NEPEKPYT HOXKM CyBCEPO3HOro y3na (pa3suBa-
€TCS KapTMHA «OCTPOro XUBOTAY); HEKPO3 UK «KpacHas LereHepaumsy y3na (4acto Bo Bpems 6epeMeHHOCTH
WNn B NepuMeHonay3e), ConpoBOXAAIOLLAACS NIMXOPaAKOH U NoKanbHON BONE3HEHHOCTbIO.

CumnTOMbI CAABNEHUA COCEAHUX OPraHOB (KOMNPECCHMOHHbIN CUHAPOM)

[MosBNATCA NpU JOCTWXEHUM Y310oM GOoMbLUKMX pa3sMepoB (KpyMHble CybGceposHble UK UHTpaMypasb-
Hble OMYXOMW) UNK NpK ero ONpeaeNeHHOM PacnonoXeHuu [5, 6].

[laBneHve Ha MOYEBOI Ny3blpb: YyalleHHOe MOYencnyckaHue, 3aTpyaHeHNe MOYENCyCKaHus, YyBCTBO
HerMoITHOrO OMOPOXHEHUS MOYEBOTO NY3bIPS, B THKENbIX CyYasx — rMapoHedpos.

[laBneHne Ha NpsiMyto KULLKY: 3anopbl, TEHE3MbI (NOXHble BoNe3HEHHbIE NO3biBbI K AedhekaLym), oL y-
LieHWe UHOPOAHOTO Tena B MPSIMON KMLLKE.

BnusHue Ha penpogyKTMBHYIO (hYHKLMIO (MHepTUNLHOCTD)

B TekcTe YeTKo yKka3biBaeTcs CBA3b Mexay MUOMOi M Becnnoanem/ocnoxHeHnsaMn BepemMeHHoCTH [5,
6]. MexaHu3mbl HapyLeHUs PepTUIbHOCTY BKIKYAIOT:

[ecdopmauus nonocTn mMatki (M3MEHeHWe aHaTOMUW, NPEnsATCTBYIOWEE UMANaHTaumm ambpuoHa) —
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0CO6EHHO XapaKTEPHO Ans CyOMYKO3HbIX Y3r0B.

HapyLueHue KpoBOCHabXEHUS SHAOMETPUS U XPOHMYECKOE BOCTANEHMe.

MMpenaTcTBue Ans NPOXOXAEHWS CnepMaTo30Mao0B (MpW pacnonoXeHnn yana B 06iacTi yCTbeB MaToY-
HbIX TPYO).

AcTeHo-BeretTaTMBHbIE U 00LME CUMNTOMDI

OBycroBreHbl Kak aHEMWEN, TaK 1 XPOHUYECKOW WHTOKCUKaLMEN NpodykTamu pacnaga (npy Hekpose
y3na) Unu NCUX03MOLMOHANbHBIM CTPECCOM, BbI3BaHHbIM CHIKEHWEM Ka4ecTBa XM3HH [5].

Neyenne

BbpkudamernbHas makmuka

HecmoTps Ha pa3mep mMaTku, BbbKugaTenbHas TakTuka MoxXeT BbITb NpeanoyTUTENbHBIM METOAOM fne-
JeHns [5]. B gaHHOM crnyyae naumueHTka Bolbparna ee nocre Toro, kak MenkaMeHTO3HOe NeYeHne He NpuHec-
10 pe3ynbTaToB, IMOONM3aLUMS MATOYHbIX apTepPU Okasarnacb HEMOAXOAAWMM METOAOM, a XUpypriyeckoe
BMeLLaTeNbCTBO — HexenaTeNbHbIM. VIHTepBasbl Mexay KOHTPOSbHBIMU OCMOTPaMK AOSTKHbI ONPeaensThes
WHAMBMAYaNbHO. BbhkuaaTenbHas TakTuka BoOSIHE NPUMEHUMA K KEHLLMHAM, NpUBAKaoWMMEs K MeHonay-
3e [5, 6].

Xupypeuyeckoe neyeHue

[MoKa3aHUsMU K XMPYPruYeCKOMY NEYEHMI0 MUOMbI MaTK SBRSAKTCS aHOMasbHble KPOBOTEYEHMS, He
noagatoLiMecs KOHCEPBATUBHOMY NEYEHWHO, Xene3oaeuumnTHas aHeMms, Bbi3BaHHAsS XPOHUYECKUMI KPOBO-
TEeYeHUsMK, Bonesble OLLYLIEHUS UNW YYBCTBO [aBMEHWS, YXYALIAOLIME KA4EeCTBO KU3HU, BbICOKAs BEPOSIT-
HOCTb 3110Ka4eCTBEHHOTO nepepoxaeHns, becnnogue npu gedopmaLumn NonocT SHAOMETPUS UK OKKIHO3MM
MaTOuHbIX TPy, a Takke NPWBbLIYHOE HEBbIHALLMBAHME HEPEMEHHOCTM Npu AedopMaLn NoNoCT SHLOMET-
pusa [5]. MoxHo nonpoBoBaTb fanapocKONMYeckyl onepauuio, B Xo4e KOTOPOW NMPOBOAMUTCS MMOMIKTOMMS
W MUOMIM3UC C UCMONB3OBAHWEM MATOYHOrO MopLennsaTopa. OgHako 3TOT NOAX04 NPUMEHUM TOMBKO Mpu
HebonblWKX pasmepax MUOMbl. Kpome TOro, OMbITHbIE NIanapoCKOnNMCTbl MOrYT MPOBECTW BaruMHarbHYo ru-
CTEPIKTOMMIO C 1anapoCKONUYECKO acCUCTEHLMEN, 1 3TO JaeT XOpoLune pesynbTaTbl. Xupypruyeckoe neye-
HWe onyxornen 6onbLLIoro pasMepa (>25 CM), kak B HalleM cryyae, MOXET BbITb HeNPOCTO 3agaden gaxe npu
BbIBOpe OTKPBLITOTO XWMPYPrveckoro JOCTyna, U B TakUX Cryvasx NanapocKonuyecknii METon He peKOMeHAy-
etcs [5]. MNpenonepaumoHHoe obcrenoBaHne AOMKHO ObiTh TLIATeNbHbIM, YTOObI 13bexaTb MHTpaonepaw -
OHHbIX 11 NOCNEeonepaLMOHHbIX OCIOXHEHNN [6)].

MedukameHmo3sHoe neyeHue

[MpUMeHeHne aHanoroB roHagoTPONUH-PUMU3NHI-TOPMOHA OrPaHUYEHO TEeM, YTO UX MOSOXUTENbHbIN
3eKT B BMOE YMeHbLUEHUS oBbemMa MaTKu (CHWKeHUe ucxopHoro obbema Ha 50% B TeueHne 3 MecsueB
TEpanum) SBNSETCS BPEMEHHBIM 1 MUOMa CHOBA Ha4MHAET pacTu B TeyeHue 12 Hefenb Nocne npekpaLleHuns
neyexus [3, 6]. CywectyeT Mano AaHHbIX 06 UX BIUSHAW HA YMeHbLUeHWe 0BbeMa MaTkm, Kak B HaLLeM CIy-
yae. JleyeHne aHanoramn roHagoOTPONUH-PUNM3NHI-TOPMOHA CriefyeT NPOBOAUTL C UHTEpBanoMm ot 3 Ao 6
MecsLEB, Tak kak bonee AnuTenbHbIA NpUeM CBS3aH C pasBuUTUEM ocTeonopo3a [3, 5]. HenpusTHble runoacT-
poreHHble NOBOYHbIE APEEKTHI TAKKE CHUXKAOT MPUBEPXKEHHOCTL NIEYEHMIO Y MHOTUX NALMEHTOK [6].

Ombonu3ayus MamoyHbIX apmepudl

OMA sBnseTcs anbTepHaTUBHBIM METOLOM NEYEHNS B OTAEMbHbIX CyYasx Npy Hanuyiuy CUMNTOMaT u-
4ecKoM MUOMBI [5]. XKeHLMHbI, BbIOMpatoLLme 3TOT METOA NeYeHust, OMKHbI BbITb 0CBEAOMIEHbI O NOBGOYHBIX
afppekTax M puckax, kK KOTOPbIM OTHOCATCS OCTPas W XpOHWUYeckas 60Mb B XWUBOTE, MOCTIMOONMYECKUA CUH-
APOM, UH(EKUMS, AMCHYHKLUMS SUYHUKOB, HApYLLUEHUe MEHCTPYanbHOrO LWKNa, TMCTEPIKTOMUS U CMepTenb-
HbIN ucxod. WX Takke Heobxoaumo nponHGOpMMpOBaTL 06 OTCYTCTBMM AOMrOCPOYHbIX AaHHbIX 00 3dhdek-
TUBHOCTU, (DEPTUNBHOCTY, Ucxodax GepeMeHHOCTW 1 yOOBNETBOPEHHOCTH NALMEHTOK B AONTOCPOYHON nep-
cnektuge [5]. Mpu Hanuuum Bonblwmx MUoM nocne nposegeHnst YOA fOCTUraeTcs TOMNbKO YMEHbLIEHNE MEH-
CTPYanbHOro LyKna 1 OTCYTCTBYET 3HAUNTENbHOE YMEHbLUEHNE pa3Mepa MUOMbI, NO3TOMY YOA He peKoMeH-
Ayetcs Ans neyeHns Gornee KpynmHbIX MUOM, rae Takke HabniaaeTcs 3HaYMTENbHOE YBENUYEHME YacToTbI
OCNOXHeHnn [6, 7]. Takum obBpa3om, ecnm OCHOBHas xanoba cBs3aHa C Hanuumem oOpa3oBaHWs, Kak B
HalleM cnyyae, Heobxo4uMo pacCMOTPETb anbTePHATUBHbIE METOAbI IeYeHus [5, 6).
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3aKnoyeHue
MraHTCKMe MUOMbI BCTPEYAIOTCS B COBPEMEHHON NPAKTUKE KParHE PEAKO, YTO 3aTPYAHSET UX fleYeHne
[5]. Heobxoamumo TujatensbHO B3BECUTb MPEUMYLLECTBA U OFPAHUYEHUS KaaO0ro BapuaHTa NeyeHns (Xmpypru-
4ecKoro, MeaMKaMeHTO3HOrO U KOMBWHMPOBaHHOTO). fleveHne OOMKHO NoabupaTbCs MHAMBKAYAmNbHO C
YYETOM TaKMX BaXHbIX (DAKTOPOB, KaK XenaHWe NauyeHTKN COXpaHUTb (hepTUNbHOCTL [5, 6]. Xupyprudeckoe
neyeHne MoxeT ObITb CMIOXHBIM, M MOXeT NoTpeboBaTLCA MeXaUCLUMNMHAPHBIA noaxop [5].
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YK 61

JKTOMWYECKMA CUHPOM KYILMHTA,
0bYC/0BNEHHDIN AKTT -GEKPETWUPYHOLLLEW
(PEOXPOMOLIUTOMOM: COBPEMEHHbBIW

B3I A1 HA NPOBJIEMY

AXME[I0BA BUBUIY/Ib FAUAPOBHA,
HOBWKOBA [1APbfl AHIPEEBHA,
PAMA3AHOBA TYPYAHA PAGUKOBHA,
AKYBOBA PU3ENA 3AKUPOBHA

CTYAEHTbI
Orb0Y BO ActpaxaHckuin MY Munaapasa Poccum

AnHoTauus: ®eoxpomMoLMTOMbI NPeLCTaBnsT cobon peakne HEMPOIHLOKPUHHBIE OMYXONK, MPOMCXOASLLME
N3 XpomMadhMHHBIX KMETOK MO3TOBOrO Crosi HaAMOYeYHWKOB M XapaKTepu3yoLLMECs NPoayKUMen kaTexona-
MWHOB [2, 7]. B ucknioumtensHo peakux cnyyasx (MeHee 1%) atm HoBooBpasoBaHus npuobpeTaroT crnoco 6-
HOCTb K 9KTOMWNYECKON CEKpeLmn aapeHOKOpPTUKOTPoNHOro ropmoHa (AKTT), YTo NpUBOAMT K pasBuTUiO BTO-
puyaHoro cuHgpoma Kywmra [10]. [JaHHOe cOCTOsHWE NPeACcTaBnseT CEpbe3HyH AMarHOCTUYECKYHD Npobnemy
BBWZY HWU3KOWM KIMHWUYECKON OCBELOMMEHHOCTM W BbICOKOM 3ab0neBaemocTyt, 0ByCMNOBMEHHON COYETaHHBIM
[eicTBieM 130bITKa KaTexonamnHOB W TMIOKOKOPTUKoMA0B [3, 4]. B HacTosiwem o63ope paccmaTpusaioTcs
ANMLEMNONOTNS, NaToU3NONOTNYECKIE MEXAHU3MbI, KITMHWUYECKIE NPOSIBIIEHMS], ANArHOCTUYECKUN anropnuTMm
W TepaneBTMYeckue NoaxoAdbl K BegeHuio naumeHtoB ¢ AKTI-npogyumpytowmmm deoxpomoupmtomamu. Oco-
Boe BHWMaHWE yOEenseTcs KMoYeBbIM OMArHOCTUYECKAM MpWU3HaKaM, No3sonstowmMm anddepeHLmMpoBaTh
[aHHY0 NaTonor1i cpeaun npoumx npuunH aktonuyeckoro AKTI-cuHapoma. CBOEBpEMEHHas AuarHoCTuka U
pagukanbHoe XMpyprudeckoe neveHne obecneunsaioT GnaronpusiTHbI NPOrHO3 y BOMbLUMHCTBA MALMEHTOB
[6, 10].

KnioueBble cnoa: heoXxpoMoLMTOMA, SKTOMUYECKUA CUHAPOM KylumHra, agpeHOKOPTUKOTPOMHBIA FOPMOH,
rMNepKOPTMLM3M, METaHe(PHHbI, aAPEHANIKTOMUS.

ECTOPIC CUSHING SYNDROME CAUSED BY ACTH-SECRETING PHEOCHROMOCYTOMA: A MODERN
PERSPECTIVE ON THE PROBLEM

Akhmedova Bibigul Gaydarovna,
Novikova Daria Andreevna,
Ramazanova Turchana Rafikovna,
Yakubova Rizeda Zakirovna

Abstract: Pheochromocytomas are rare neuroendocrine tumors arising from adrenomedullary chromaffin cells
and characterized by catecholamine production [2, 7]. In exceptionally rare cases (less than 1%), these neo-
plasms acquire the ability for ectopic secretion of adrenocorticotropic hormone (ACTH), leading to secondary
Cushing syndrome [10]. This condition poses a serious diagnostic challenge due to limited clinical awareness
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and high morbidity resulting from the combined effects of excess catecholamines and glucocorticoids [3, 4].
This review examines the epidemiology, pathophysiological mechanisms, clinical manifestations, diagnostic
algorithm, and therapeutic approaches for managing patients with ACTH-producing pheochromocytomas. Par-
ticular attention is devoted to key diagnostic features that enable differentiation of this pathology from other
causes of ectopic ACTH syndrome. Timely diagnosis and radical surgical treatment ensure a favorable prog-
nosis in the majority of patients [6, 10].

Keywords: pheochromocytoma, ectopic Cushing syndrome, adrenocorticotropic hormone, hypercortisolism,
metanephrines, adrenalectomy.

BeeneHue

CuHgpom KywwnHra npefctaBnsieT coboi SHOOKPUHHOE PacCTPONCTBO, 06YCMNOBMNEHHOE XPOHUYECKON
N3BbITOYHOM JKCMO3NLMeN MIOKOKOPTUKOUAOB [8, 9]. B CTpyKType 3HOOrEHHOro runepkopTULMamMa npuMepHo
70-80% cnyyaes siBnsTca AKTI-3aBUCUMMbIMKM, NpK 3TOM nogasnstowee 60onbwnHCTBO 13 HUX (80-90%)
npuxogutcs Ha BonesHb KylumMHra — KOpTUKOTPOMHYto ageHomy runogmsa [9]. Octaswasca gons AKTT -
3aBUCUMbIX CriyyaeB 00YyCnoBMeHa SKTONMYECKON NPOAYKLMeN ropMoHa, KoTopast Kraccuyecku accoumumpoBa-
Ha C HENPO3HZOKPUHHBIMW OMYXONSMUA U 3110Ka4€CTBEHHBIMU HOBOOOPA30BaHUSMI: MENIKOKIETOYHBIM PaKoM
nerkoro, 6pOHXManNbHBIMK U TUMUYECKUMU KapLMHOMAAMW, MeLYNNSPHLIM PakoM LATOBUAHON xenesbl [8].

®eoXpOMOLMTOMbI — 3TO ONYXOMK, MPOUCXOAALME U3 CUMMNATUYECKON XPOMadPUHHON TKaHM, KOTO-
pbl€ B TUMUYHBIX CRyYasix NpO4yLMpYIOT KaTexonaMmuHbl (agpeHanuH, HopagapeHanuH, aodamuH) [2, 7]. OgHako
NX HEMPOSHAOKPUHHOE MPOUCXOXOEHWE CO34aeT BUONOMMYECKY0 NPeanochInKy Ans heHOMEHa SKTOMUYECKOM
ropMoHanbHon npogykuuu. CnocobHocTb K cekpemmn AKTT aBnsieTcs pegyaniumm CBOMCTBOM PeOXPOMOLTOM:
B MMPOBOM IUTEpaType Ha CEroaHsLLHWA AeHb onucaHo meHee 110 Takux Habmtogenun [10]. HecmoTps Ha pega-
KOCTb, JaHHas NaTonorus 3acnyxwBaeT NPUCTanbHOMO BHAMAaHWS B CUIYy BbICOKOTO PUCKa OCMOXHEHUI W 3HaYu-
TeNbHOW 3aePXKN ANarHoCTUKKM, KOTopas HEPEAKO AOCTUraeT HECKOMNbKMX Mecsues [4, 6].

[MaTodmanonornyeckne mexaHnsmMbl akTonudeckomn npogykuun AKTI heoxpomouTomamu

CnocobHocTb heoxpomoLmTom K npoaykumm AKTT obycrnoBneHa ux NpoMCXOXAEHNEM U3 KIETOK HEPB-
Horo rpebHs, KoTopble B npouecce ambpuoreHesa AaloT Hayano He TONbKO XPOMaAUHHBIM KIeTkam, HO U
MHOXECTBY APYIMX HEMPOSHOOKPUHHBIX 3r1eMeHTOB [3, 7]. B reHomMe 3TuX KNeToK B HeaKTUBHOM COCTOSIHUM
npucyTcteyeT reH POMC, kogupytoLwmii NpeaLlecTBEHHUK NPOONMOMENaHOKOPTUHA — NONMNEenTua, U3 KOTo-
pOro B pesynbTaTe NOCTTPAHCMSALUMOHHOTO npoTeonuaa obpasytotcs AKTT, B-aHA0PMH, B-NMNOTPONKMH U apy-
re G1Monornyecku akTMBHble NenTuabl [5).

B onyxonesbix kneTkax (heoXpoOMOLMTOMbI MOTYT BO3HUKATb MOSEKYMNSPHbIE HAPYLLUEHWS, aKTUBMPYt0-
wue TpaHckpunumio POMC. KntoyeByto ponb B 3TOM MpOLECCe WrpaT AUCPerynsauus TPaHCKPUNLMOHHBIX
thakTopos (T-box draktop 19, NeuroD1, EGR1), abeppaHTHble anureHeTU4eckue Mogudukaumn (M3MEHEHNS
METUIMPOBAHNS M aLETUNMPOBAHUS MCTOHOB), @ Takke aKTMBaLMs NPOMOTOPHbIX yyacTkoB reHa POMC [5,
7]. Pesynbtatom 3TMX M3MEHEHMM CTaHOBMTCSA CMHTE3 MPHK npoonnomenaHokopTMHa ¥ nocneayowas npo-
pykumust 6uonoruyecku aktueHoro AKTT, KOTOpbIN MOCTYNaeT B CUCTEMHbIA KPOBOTOK U CTUMYMUPYET KOpY
HaANOYEYHWKOB, BbI3blBas rMnepniasnio KOPTUKaNbLHOrO CHOS U MacCUMBHYIO NPoZyKumto koptusona [4, 8]. UH-
TEPECHO, YTO Y YacTu NauneHToB PEOXPOMOLIMTOMbI MOTYT TakkKe CEKpeTUpOBaTb KOPTUKOTPOMMH-PUNN3NHT-
ropmoH (KPT), koTopblii gononHuTensHo ycunueaeT cekpeumto AKTT rvnodm3om, XoTs 3T0T MeXaHu3m
HabntogaeTcs ewe pexe [10].

BaxHo noguepkHyTb, 4To cekpeunst AKTT (heoxpomMoLMTOMON He 3aMellaeT NpPoayKUMio Katexonamu-
HOB — 00a ropMOHanbHbIX Krnacca CUHTE3WpYITCS OMyXonblo napannenibHo, YTo 0ByCNoBNMBAET TSXECTb
KITMHUYECKON KapTuHbI [3, 6].

KnuHnuyeckne nposiBneHns: Macku runepKopTULIM3MA U KaTeXONaMUMHOBOTO M30bITKa

KnuHnyeckas kaptuHa AKTT-cekpeTupyrowmx eoxpoMoLmuTOM CKIaabiBaeTCs U3 ABYX KOMMOHEHTOB,
KaxabIn 13 KOTOPbIX MOXET AOMUHUPOBATHL B OMpeaeneHHon dase 3abonesanus [4, 10].

CumnTomaTika runepkopTMLM3Ma 3a4acTyto BbIXOAUT Ha NEPBbIA MaH 1 BKMOYaeT BbICTPO nporpec-
CUPYIOLLEE OXMPEHUE C XapakTepHbIM NepepacnpefeneHneM XKUpoBor TkaHu (NMyHooBpasHoe nuuo, Aopco-
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LiepBUKanbHbI XWPOBOiA ropb), MPOKCUMANbHY0 MMONATUIO C NPEUMYLLECTBEHHBIM MOPaXEHUEM MbILLL, Nie-
4eBOro 1 Ta30BOro MOSICOB, KOXHBIE NPOSBIIEHNUS (VICTOHYEHWUE KOXU, CTPUM, SKXMMO3bI, TUNEPNUTMEHTALMS),
apTepuanbHyl0 MMNepPTEH3NIO U CUCTEMHbIE METaboNMNYeCKne HapyLLeHUs (CaxapHblii AnabeT unu HapyLueH-
Has TONEePaHTHOCTb K IMOKO3e), NCUXUYECKUEe pacCTPOMCTBA (Lenpeccus, TPeBora, KOTHUTUBHbIE HapYLUEHUS,
BNMOTb 4O NCUXOTUYECKMX SNW30A0B), rMMoKanMeMmio 1 MeTabonmyeckuin ankanos, a Takke UMMyHOCynpec-
CU1I0, MpeapacnonaratoLLyto K onnopTyHUCTUYECKUM UH(ekUmusam [8, 9, 10].

CumnToMaTiKa KaTexonaMmmMHOBOrO 13BbITka MOXET BapbMPOBaTb OT KITMHUYECKW BbIPAXEHHOW 4O NOJ-
HOCTbIO CTEPTON. Ee TUNWYHblE NPOSIBNEHUS BKMKOYAKOT NAPOKCU3MasbHYI0 MW CTOMKYHD apTepuanbHyto ru-
NepTeH3uo, Taxmkapauio u cepauebueHne, ronosHble 6onum, rmnepruapos, 6negHOCTb KOXHBIX MOKPOBOB U
naHuyeckue ataku [2, 7]. Mpu atom npumepHo y 30% nauneHToB ¢ AKTT -cekpeTupyroLwmumm heoxpoMoLuTo-
Mamu agpeHepruyeckne CUMNTOMbI OTCYTCTBYHOT UM MUHUMATIBHO BbIPAXeEHbI, YTO 3HAYMTENbHO 3adepku-
BaeT MOCTaHOBKY NpaBuibHOro anarHo3a [10]. MaccuBHbIN MUNEpKOPTULM3M B 3TUX CIyyasix HUBENUPYET Ti-
MUYHblE MPOSIBNEHNUS KATEXOAMUHOBON WHTOKCUKALMKU, U KITMHULMCTBI ANUTENbHOE BpeMs (hoKyCupyrTes
UCKIIOYNTENBHO Ha noucke npuymH 6onesHu KylumHra [4, 6].

OCnoXHeHMs CoOYETaHHON rMnepcekpeLnn SBASTCS onpeaensowMMI Ans nporHo3a. K HUM 0THOCATCS
TShKENas MHMEKUMOHHas naTonorns (BKNYas MHEBMOLMCTHYKO MHEBMOHMIO, rPUBKOBbIE U GakTepuanbHble
CenTUYeckne COCTOSIHUS), TPOMBOIMOONNYECKME OCIOXKHEHUS, AEKOMMEHCALUNS CEPAEYHO-COCYANCTON Cu-
CTeMbI, TMNEpPriMKeMUYeckas KoMa, a TaKkke 0CTpasi Ha4noYeYHUKOBasi HeJOCTaTOYHOCTb NOCNeE YaaneHus
OMyXOnw (NpW OTCYTCTBUM afieKkBaTHOM 3amecTuTenbHon Tepanun) [6, 10].

[inarHocTMYeCKNI anropuTM: OT CKPUHUHTA K Bepudmrkaumm

[OunarHoctuka AKTT-npogyumpytowen heoxpoMouuToMbl TpebyeT nocreaoBaTensbHOro npUMEHEHNS
HECKOMbKVX 3TaroB M CTPOMTCS Ha NPUHLMNAX AokasaTenbHON MeauumnHbl [3, 4].

MMepBuyHas guarHocTuka 6asupyeTcs Ha onpefeneHun M3bbITOYHON NPOAYKLMM KOPTM30Ma C UCMOMb-
30BaHWEM BbICOKOYYBCTBUTENbHBIX METOZOB. K HUM OTHOCATCS onpefeneHne CyTOYHOM CBOBOAHOM KCKpe-
LMK KOpTU30a C MOYOM (24-4acoBas MoYa), U3MepeHe YpOBHSA KOPTU30Ma B CIIIOHE B NO3[HEE HOYHOE Bpe-
M$, a TaKke npoba ¢ nogasneHnemM 1 Mr gekcametasoHa (HouHom TecT) [8, 9]. Mpu Tsxenbix opmax runep-
KOpTMLM3Ma BCe TpK TecTa LEMOHCTPUPYIOT BbIpaXEHHbIE OTKITOHEHMS, YTO NO3BONSET C BbICOKOW JOCTOBEp-
HOCTbI NOATBEPAMTL Hanuumne cuHapoma Kywwuhra [9).

Cnegyrowmin atan — yctaHosneHne AKTT-3aBucumoctn nytem onpegenenus yposHs AKTI B nnasme
kpoBu. 3HaunTenbHoe nosbiweHne AKTT (Bbiwe 100-200 nr/mn) ykasbiBaeT Ha AKTI-3aBucumyio npupoay
runepkopTuumama n Tpedyet anddhepeHUMPOBKI MEXAY rMNodu3apHbIM 1 IKTONUYECKUM UCTOYHMKOM [8, 10].

KntoueBbiM TECTOM AN1st AndhpepeHLmanbHOM AMarHocTukn Mexay 6onesHbio KyLumHra n akTonmyeckomn
npoaykumen AKTT aBnseTcs npoba ¢ BbICOKMMM fo3aMu aekcameTasoHa (8 mr) [8, 9]. Mpu BonesHu KywuHra
00bl4YHO HabrogaeTcs YaCTMYHOE UK NOSTHOE NoAABREHUE YPOBHS KOpTU3ona (CHUxeHe Bonee yem Ha 50%
0T ucxoaHoro). Mpu aktonuyeckom AKTT-cuHapOME NOAABMEHMS HE MPOUCXOAMT, NM60 OHO MMHUMANBLHO [9,
10]. Kpome TOro, 451 9KTONMYECKOrO UCTOYHMKA XapaKTepHbl 04eHb Bbicokne uudpbl AKTT, oTcyTcTBuMe rpa-
AneHTa B nNpobax M3 HMKHWX KaMEHMCTbIX CUHYCOB (MpY NPOBEAEHWM CENEKTUBHOMO 3abopa KpoBM) U BU3Ya-
nusauus onyxoneBoro ovara 3a npegenamy Typeukoro ceana [8).

CtaHgapToM NepBUYHON BU3yanuaaumy crnyxut mynbtucnmpansHas KT unm MPT HagnoyeyHukos, nos-
BOMNAIOLLAs BbISBUTL OMyxoreBoe obpasoBaHWe B OOHOM M3 HAAMOYEYHWKOB W rUMEepnnasvio KoHTpanate-
panbHOro HagnoyeyHuka [2, 7]. VIMEHHO 3TOT PEHTreHONOrMYeCKnil NpUsHaK — runepnnasmus, a He atpogus
KOHTpanatepasnbHOW Xenesbl — ABNSETCS AnddepeHuymanbHO-anarHoCTUYECKUM "KITlo4OM", KOTOPbIA 4acTo
Nno3BONSET 3anofo3puTb AKTOMMYECKyto npupody npouecca [4, 10]. Twnepnnasws KoHTpanaTepasnbHOro
HagnoYeyHnka npeactaBnseT cobo NaTOrHOMOHUYHBIN MPU3HAK SKTOMUYECKON CTUMYNAUMK, B OTINYME OT
aTpodum npu 6onesHn KywmHra nnv ak30reHHoOM npueme rnrokokopTukoungos [9, 10].

[lononHuTenbHy MHGOpMaLMo NPeaoCcTaBnsatoT gyHkUMoHanbHele Metogsl. MAT/KT ¢ pagnodapm-
npenapaToM, CBS3bIBAKOLLMMCS C COMATOCTAaTMHOBBLIMU peLentopamm 2 TUna, KOTopble rMnepakcnpeccupyoT-
CSl Ha NOBEPXHOCTU HEMPOIHLOKPUHHBIX OMnyxonen, — obnagaeT BbICOKOW YyBCTBUTENBHOCTBIO U NO3BONSET
NoATBEPANTL HEMPOSHAOKPUHHOE mponcxoxaeHne obpasosaHus [10]. CumHTurpadmsa ¢ meTanogbeH3nnry a-
HuanHom (MIBG) ocTaeTcs KnaccM4eckum METOAOM TOMMYECKOM AMArHOCTUKM (DEOXPOMOLIMTOM, COXPaHsItO-
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LM CBOIO aKTyanbHOCTb NPy NOLO3PEHUM HA MeTacTaTU4ECKoe nopaxeHue [2, 7].

MapannensHo ¢ ropMOHabHbIM CCneaoBaHMEM HEOBXOAMMO OnpesenuTb YPOBHU CBOBOAHBIX METa-
HedppMHOB M HOPMETaHEPUHOB B Na3Me KPOBM UK CYTOYHOM MoYe [2, 7]. 310 06s13aTenbHbIN dTan AuarHo-
CTWKM, NOCKOMNbKY MOBbILUEHWE 3TUX METAbONMTOB ABMSETCS BbICOKOCMELMPUYHBIM MapKepOM (heoXpoMOL| -
TOMbI, HE3aBMUCMMO OT HaNWYMs UK OTCYTCTBUS KITMHUYECKUX CUMMTOMOB KaTexosniaMMHOBOrO 3bbiTka [2, 3].

OKOHYaTenbHbI AUarHo3 YCTaHABNMBAETCS HA OCHOBAHWUM MMCTONOMYECKOr0 UCCeaoBaHUs yaaneH-
HOW OnyXonu. XapakTepHbIMU NpU3HaKaMK SBASKOTCA TUMMYHOE TUCTOMOMYECKOe CTPOEHUE PEOXpPOMOLMTO-
Mbl (FHE30HbIN XapaKTep pocTa, Hanuune rpaHyn), NONOXMTENbHOE UMMYHOTMCTOXMMUYECKOE OKpaLUMBaHUE
Ha XpOMOrpaHuH A u cuHanToduanH, no3uTueHas peakums Ha AKTT (npu 1cnonb3oBaHUM crelnuguyeckmx
aHTUTEeN), a Takke akcnpeccus HepMeHToB CykumHaTtaerngporeHassl (SDHA, SDHB), nvetowas 3HaveHne
ANS UCKMIOYEHUS HacneaCcTBeHHbIX hopm [3, 5, 10].

Mockonbky A0 30-40% theoxpoMOLMTOM UMEKT HACNEACTBEHHYHO NPUPOLY, BCEM naLveHTaM, 0COBEHHO MO-
1104bIM, C ABYCTOPOHHUMI UM MHOMXECTBEHHbIMI OMYXONSMU, PEKOMEHYETCS NPOBEAEHNE MEHETUYECKOTO CKPUHIH-
ra [5, 7). Hanbonee 3Haunmble rembl BrtosatoT SDHB, SDHC, SDHD, SDHA, SDHAF2 (cvHapoMbl (heOoXpoMOLUTO-
Mbl/naparanrnuomsl), VHL (cuHapom cdor Munnens-TNiuHpay), RET (MHOXeCTBEHHas SHOOKPUHHAS Heonnasus 2 Tu-
na), NF1 (Heipodmbpomatos 1 tuna), MAX, TMEM127 v opyrue, uoeHTUgnumMpoBaHHble B nocneaHue rogbl [5, 71.
['€HOTUM OMYXOM UMEET BaXKHOE MPOrHOCTUYECKOE 3HaueHue: MyTaumm SDHB accouumpytotcs ¢ Gonee BbICOKUM
PUCKOM 3I10Ka4ECTBEHHON TPaHCopMaLy 1 MeTacTasnpoBaHus [5, 7).

lNleyebHasn TaKkTUKA: MYNbLTUANCLMNIMHAPHBLIN NOAXOA,

Begenve nauuenToB ¢ AKTT-cekpeTupytowummn geoxpomoumtoMmami TpebyeT CKOOPAMHUMPOBAHHOW
paboThbl 3HOOKPUHOIIOTOB, XUPYProB, aHECTE3MOMOroB 1 peaHnmaTonoros [3, 6]. CTpaTterns neyeHus BKMoYa-
€T TPW OCHOBHbIX KOMMOHEHTA.

Obs3atenbHbIM 3TanoM nepes Xvpypruvyeckum BMELLATENbCTBOM SBMSAETCA MEAMKAMEHTO3HbIA KOH-
TPOMb KaTeXxonamuHOBOrO kpuaa [2, 7]. C aTon Lenbio HasHavatTcs anbga-aapeHobnokatopbl (4OKCa303MH,
(heHoKCMBEeH3aMWH) Ans KynupoBaHUs Ba3OKOHCTPUKLMM 1 NPeAOTBPALLEHNS MHTPAONEPALMOHHBIX rMNepTe H-
3MBHbIX MWKOB, @ Npu HeobxoaumocT — BeTa-agpeHobnokaTopbl (NOCNe JOCTWXKEHWUS afekBaTHOM anbga-
Brokagbl) Ans koHTpons Taxukapguv [2, 10]. MapannensHo MOXET NoTpeboBaTLCS KOPPEKLMS MMNEepKopTu-
LjM3Ma C MCromnb30BaHNEM UHIMBUTOPOB CTEPOMAOreHe3a (METUPANOH, KETOKOHA30s) UK CYNpecCUBHbIX 403
[iekcameTasoHa, X0TS Npy NNaHMpPOBaHUKN paankanbHON onepauumn ata TakTuka NpuMeHsieTcs He Beeraa [8, 9).
Ocoboe BHUMaHWE yOenseTcs KOppeKLnn SNEeKTPONUTHBIX HapyLUEHW (OCOBEHHO MMOKanMeMMmM) N KOMNe H-
cauum yrnesogHoro obmena [10].

30M0TbIM CTAHAAPTOM XMPYPrYECKOrO NeYeHUst SBMSAETCA XUpypruyeckas pesekuus onyxonm [3, 6].
lMpeanoyteHne OTAAETCS NanapoCKONUYECKOW afpeHanakToMWW Npyu OJHOCTOPOHHUX 0Bpas3oBaHUsX He-
BonbLlKX U CpeaHUX pasMepoB W OTKPbITOM agpeHanakToMmun npy bonbLmnx onyxonsx (bonee 6 cm), npusHa-
Kax WHBA3WM UK TEXHUYECKMX CMIOXHOCTSX [2, 7]. MHTpaonepaumoHHo obsizaTenbHa npodunakTuka oCTpon
HaZMNOYEYHNKOBON HELOCTAaTOYHOCT: BBOASTCA CTPECCOBbIE 403bl MMAPOKOPTU3OHA (06bIMHO 100 Mr BHYTpU-
BEHHO) C NocrneaytoLLei TUTpaumen 4o3bl B 3aBUCHMOCTM OT reMoauHaMnYecknx nokasartenei [4, 10].

Mocne ynanenns AKTT-npoayumpyHoLero UCTOYHMKA HACTynaeT COCTOSHIUE TMNOKOPTULM3MA, NOCKOSTb-
Ky AMTENbHas cynpeccust imnoTanamo-runogmsapHo-HaLno4eqHNKOBOM OCK NPUBOANT K aTpothumn 340p0BOA
Kopbl HagnoveyHuKoB [8, 9]. B cBA3M ¢ 3TUM BCEM NaLMeHTaM Ha3HavaeTcs 3aMecTUTeNbHas Tepanus roKo-
KOpTMKOMZAMU C MOCTENEHHBIM CHUKEHWEM [03bl MO Mepe BOCCTAHOBNEHWUS COBCTBEHHOMO pUTMa CekpeLum
kopTusona [4, 10]. [JnuTenbHOCTL 3aMeCTUTENBHON Tepaniy BapbUpyeT OT HECKOSBbKUX AHEN [0 HECKOSbKMX
MecsLEB, B psie CryvaeB TpebyeTcs NoXu3HeHHas Tepanus npu Heobpatumon atpodum kopsl [9].

[Mocne onepauuy AMHaMUYECKUA KOHTPOIb BKIoYaeT onpeaeneHune yposHs AKTI v kopTusona, MOHW-
TOPUHT MEeTaHe(MPUHOB, BU3yanu3aLunoHHoe HabnaeHne AN UCKMIOYEHWs peunanea Unu MetactasupoBa-
HWS, @ NpW HEOBXOANMOCTU — aAblOBaHTHYKO Tepanuio [5, 7, 10].

MporHo3 n ucxoabl

lMpu CBOEBPEMEHHOW AMArHOCTUKE M pPaguKanbHOM XWPYPrvyeckoM neyeHnn nporHo3 Ans GonblunH-
CTBa naumeHToB GnaronpuatHoblin [6, 10]. B onybnukoBaHHbIX cepusx HabmogeHui (BKoYas cuctematnye-
ckuin 0630p 99 cnyyaes) Broxummyeckoe nsneveHue gocturaetcs y 88% naywentos [10].
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dakTopamu BriaronpusTHOTO NPOrHO3a SBNAKOTCS PaHHAS ANarHOCTVKA A0 PA3BUTUS TSHKENbIX OCIOXHEHWIA
rMnepkopTULM3Ma, OOHOCTOPOHHEE MOpPaXeHe, OTCYTCTBME METACTa30B M MOMHas XUpyprdeckas pesekums [5, 71.
OCHOBHbIMW MPUYMHAMM  HEBNArOMPUATHBIX MCXOAOB CRYXAT WH(EKUMOHHbIE OCMOXHEHWS (MHEBMOLMCTHAN
MHEBMOHWS, CENCUC) Ha (hOHEe UMMYHOCYNpeccuu, 0BYCIOBMNEHHON TUNEPKOPTULM3MOM, TpomMBoambonuyeckue
CoBbITUS, a TakkKe CepAEeYHO-COCYANCTbIE OCTTOXHEHNS HEKOHTPOMMPYEMOW runepTeHsaum [6, 10].

BaxHO 0TMETUTb, YTO NPOTHO3 ONpeAenseTCs B NEPBYIO OYepedb KIMHUYECKUM TEYEHUEM TUNEPKOPTU-
UM3Ma, a He OHKOSIOrMYECKUMW XapaKTepucTUkamu onyxosu. JleTanbHOCTb OT MPOrpeccUpoBaHWs camom
(heoxpoMoLMTOMbI KpalHe Huska [5, 7, 10].

3akntoyeHue

AKTT -cekpeTupytowas heoxpomouuToma npeactaBnser cobon peakoe, HO KMMHUYECKN 3HAYMMOE CO-
CTOSIHME, KOTOpOe CrneayeT BKMYaTh B AvddepeHynanbHO-AMarHoCTUYECKUA MOUCK NpU BCEX CRyyasix
BbicTponporpeccupytoLero, Tskenoro runepkoptuumnama [4, 10]. KntoyeBbiMU AMArHOCTUYE CKUMU OPUEHTU-
pamu cryxart Bbicokun ypoeeHb AKTT 6e3 nogasnerus B npobe ¢ 8 Mr gekcameTasoHa, Hanndre obpasosa-
HWS B HAANOYEYHKe C rMnepnnasuen KoHTpanaTepanbHom xenesbl, COMETaHHOE NOBbILLEHNE MeTaHEPUHOB
W nHTEHCMBHOE Hakonnenme DOTATATE npw NIT/KT [10].

CBOEBpeMEHHOE pacrno3HaBaHue 1 aTanHoe feveHne (npeaonepaumoHHas NoAroToBka, aapeHasnakTo-
MWSI, 3aMeCTUTENbHas ropMoHanbHas Tepanus) obecneunBaloT GnaronpuATHLIM UCXO4 Y MOAABASIOLIErO
BonbwuHcTBa nauueHToB [6, 10]. MoBbIWEHNE KNMHWYECKON HACTOPOXEHHOCTU B OTHOLUEHWM JAHHOTO CUH-
ApOMa NO3BOSUT COKPATUTb AMArHOCTUYECKYHO 3a4ePXKKY U CHU3WUTL YaCTOTY TSHKENbIX OCMOXHEHWI [4, 6].
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YK 61

IMABETVYECKIM KETOALW[I03 NPV OCTPOM
NAHKPEATWTE Y NMALIMEHTOB bE3 CAXAPHOI0
JINABETA: 0b30P JIATEPATYPbI U
KNWHWYECKIME NEPCNEKTMBDI

AXME[L0BA BMBHIY/Ib TAUIAPOBHA,
HOBWKOBA [1APbfl AHIPEEBHA,
PAMA3AHOBA TYPYAHA PAGUKOBHA,
AKYBOBA PU3ENA 3AKUPOBHA

CTYAEHTbI
Orb0Y BO ActpaxaHckuin MY Munaapasa Poccum

AHHoTaums: [Jnabetnyeckuin keToaunao3 TpaauuMoHHO paccMaTpUBaETCs Kak OCMOXHEHME CaxapHOro Ana-
Beta 1 TMna, pexe — caxapHoro aunabeta 2 tvna [7, 8]. OgHaKO HaKOMMEHHbIE KMUHUYECKME AaHHbIE CBUAE-
TENbCTBYT 0 TOM, YT0 [JKA MOXET pa3BuBaThCA y NauueHToB 6e3 npeallecTsytollero anabeta B kauecTse
BTOPUYHOIO OCMOXHEHWS OCTPOro naHkpeatuta [1, 5, 12]. [aHHbIn 0630p NOCBSLLEH aHaANW3y 3anWaeMWUono-
MK, NaToU3NONOTNYECKNX MEXAHU3MOB, AMArHOCTUYECKNX CMOXHOCTEN M TepaneBTUYECKIX NOAXOAO0B K Be-
AEHUI0 3TON PeaKom, HO KMMHUYECKN 3HauMMON kaTeropun naumentoB. Ocoboe BHUMaHMWe yaensietcs obpa-
TUMOCTM TUNEPTINKEMIN U HEOBXOAMMOCTM NepecMoTpa CTaHAAPTHbIX MOAXOA0B K HAa3HAYEHMIO MHCYNMHOTe-
panuum npu Beinucke [2, 3].

KnioyeBble cnoBa: anabeTnyeckuii keToaumaos, OCTPbIA NaHKPeaTuT, TPaH3MTOPHAs MMNEPriMKeMIUs, auc-
yHKUMS 6eTa-KNeToK, MHCYNMHOTEPanus.

DIABETIC KETOACIDOSIS ASSOCIATED WITH ACUTE PANCREATITIS IN NON-DIABETIC PATIENTS:
A LITERATURE REVIEW AND CLINICAL PROSPECTS

Akhmedova Bibigul Gaydarovna,
Novikova Daria Andreevna,
Ramazanova Turchana Rafikovna,
Yakubova Rizeda Zakirovna

Abstract: Diabetic ketoacidosis (DKA) is traditionally regarded as a complication of type 1 diabetes mellitus
and, less commonly, type 2 diabetes mellitus [7, 8]. However, accumulating clinical evidence indicates that
DKA may develop in patients without pre-existing diabetes as a secondary complication of acute pancreatitis
[1, 5, 12]. This review analyzes the epidemiology, pathophysiological mechanisms, diagnostic challenges, and
therapeutic approaches to the management of this rare but clinically significant category of patients. Particular
attention is paid to the reversibility of hyperglycemia and the need to revise standard approaches to insulin
therapy prescribing at hospital discharge [2, 3].

Keywords: diabetic ketoacidosis, acute pancreatitis, transient hyperglycemia, beta-cell dysfunction, insulin
therapy.
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BeeneHue

[nabeTnyecknin ketoaumaos npeacTasnseT cobon octpoe Metabonmyeckoe OCROXKHEHWE, XapaKTepy-
3ytoLeecs runeprivkeMmen, keToHeMnen 1 Metabonuyeckum aumgosom [7, 8]. B nogaensiowem 60nbLnH-
ctee cnyyae KA accouumpyeTcs ¢ abConTHLIM AeUUUTOM MHCYNWHA Y NALMEHTOB C CaxapHbiM auabe-
TOM 1 TWNa, O4HAKO CMEKTP 3TMONOrMYECKnX hakTopos wupe [1, 6, 7].

OcTpbIft NaHKpeaTUT — BoOcNanuTenbHoe 3aboneBaHne NoMKeNyLOYHON Xenesbl, KOTOpoe MOXET CO-
NPOBOXAATLCA MPEXOASLLEN UMW CTONKON SHAOKPUHHOWM ancdyHKumen [1, 2]. CoyeTaHne aTuX ABYX COCTOS-
HWIA NpeacTaBnsaeT cobon KIMHUYECKM 3Ha4MMYyto NpoBremy, NOCKOSbKY:

* cumnTomatuka KA 1 ocTporo naHkpeaTuta BO MHOTOM COBMaZaeT, YTo 3aTPyAHAET PaHHIOW AnarHo-
CTUKY [9];

* Hannume [KA yTsikensieT TeYeHne 0CTPOro naHkpeaTuTa 1 yBenuumnBaeT pucki HebnaronpusiTHbIX UC-
xogos [12];

* TAKTWKa BEJEHWS TakiX NaLMEHTOB NOCIE KynupoBaHWs OCTPOro nepuoga TpebyeT uHAMBKUAYanbHOro
noaxoda, OTNWYHOMO OT CTaHAAPTHBIX NPOTOKOSOB [2, 3].

Llenb gaHHoro ob3opa — cucTEMaTM3MpoBaTh COBPEMEHHbIE npeacTaneHns o KA, HayLmMpoBaHHOM
OCTPbIM MaHKPeaTUTOM Yy NauueHToB 6e3 caxapHoro Auabeta, U NpeanoXuTb NPaKkTUYECKWUA anropuT™m Beje-
HWS 9TON KaTeropum BosnbHbIX [1, 5].

AnNuaemMmMonorma N KNMHNYecKas 3Ha4YMmMocCTb

HecmoTps Ha kaxyLLytocs peakocTb, codeTanune [IKA n oCcTporo naHkpeaTuta BCTpeYaeTcs valle, Yem
NPUHATO cunTaTh. COrnacHo AaHHLIM NPOCMEKTUBHbIX UCCIIEA0BAHNIA, PACNPOCTPAHEHHOCTb OCTPOrO MaHKpe-
aTuTa cpeam NauueHToB, rocnuTanuavupoBaHHbix ¢ KA, gocturaeT oguHHaauatv npoueHtos [12]. Mpu atom
3HauuTeNbHas YacTb 3TUX NaLMEHTOB HE MMEET YCTAHOBNEHHOMO paHee AuarHo3a caxapHoro aguabera [1, 5].

B nocnepgHue rogbl 0TMeYaeTcs yCTOMYMBLIA POCT rocnuTanuaaumi no nosogy AKA, uto nogyepkusaeTt
HeobxoanMocTb pa3paboTkm adhdekTBHbIX NpodunakTieckux nporpamm [11].

KnuHnyeckas 3Ha4MMOCTb JaHHON KOMOPOUAHOCTW 0BYCNOBMEeHa HECKONbKUMU (akTopamu:

* B3aumHoe oTArowleHne: y nauMeHToB C CoMeTaHHoW natonorueit Habmoaaetcs bonee BbipaxeHHas
MeTabonuyeckas AekomneHcaums, bonee BbICOKME MOKa3aTeNM THKECTU NaHkpeaTtuTa no wkanam Ranson un
APACHE 1, a Takxe 6onee YacTble Cryyan NON1OpraHHoi HeaoCTaToMHOCTH [12].

* YBenuyeHue npoaosKUTENbHOCTM rocnutanusaummn: Hanuuve KA 0OCTOBEPHO YASIMHAET CPOKU Npe-
OblBaHMs B CTaLMOHape ¥ NoBbIWaeT NoTPeOHOCTL B NepeBoae B OTAENEHWE MHTEHCUBHOM Tepanuu [5, 12].

* Puck runepamarHocTuku auaberta: HopMasbHbIi YPOBEHb MIMKMPOBAHHOMO reMornobuHa y Takux na-
LMEHTOB He ucknovaet JKA, Ho npu 9TOM 3acTaBnsieT Bpaya nepecMarpusaTth Knaccuyeckue auarHocTude-
CKve anroputmsl [1, 2].

raTouanonornyeckne MexaHnambl: noyemy BosHukaeT KA 6e3 guabeta?

Passutne [JKA npu ocTpom naHkpeatuTe y naumeHToB 6e3 npeALlecTByloLero anabeta sBnsercs pe-
3ynbTaTOM CIIOXHOIO B3aMOLENCTBUA HECKOMbKMX NaTonornyeckux npoueccos [1, 5, 7]. BolgenswoT Tpu oc-
HOBHbIX MexaH13Ma.

TpaH3umopHas ducghyHkyus 6ema-knemok

OcTpbIi NaHKpeaTuT CONPOBOXAAETCA BbIPaXXEHHLIM BOCMANUTENbHBIM OTEKOM NOKENYOOYHON Xene-
3bl, MWEMMWEN U BbICBOOOXAEHMEM MPOBOCMANMUTENbHBIX LMTOKUHOB, B YaCTHOCTU MHTEpnenkuHa-1 beta
thakTopa Hekpo3a onyxonu anbga [1]. 3T akTopbl OKa3biBaKT NPSMOE NOBPEXaatLLee AeNCTBME Ha OCT-
POBKOBbIE KINETKW JlaHrepraHca, YTo NPUBOAMT K BPEMEHHOMY CHDKEHUIO CEKPELMW MHCYNIHA [2, 3]

BaxHO NoaYepKHyTb, YTO B OTMIMYME OT ayTOUMMYHHON AECTPYKLMN 6eTa-KNEeTOoK Npu caxapHom auabe-
Te 1 TMna, AaHHOe NoBpEXAEHMe HoCUT obpaTumblin xapaktep [1, 2]. Mocne KynupoBaHUst BOCNANMUTENBHOTO
npouecca 3HOOKPUHHASA PYHKLMS NOSXenyOA0YHON Xenesbl BOCCTaHABNUBAETCS, YTO NOLTBEPXKAAETCS HOp-
Manuaaumen yposHs C-nentuaa u raukemmudeckoro npoduns [3].

Cmpecc-uHdyyupoeaHHasi UHCYIUHOPe3UCMeHMHOCMb

OcTpbI NaHKpeaTUT SBASETCH MOLLHLIM CTPECCOBLIM (DaKTOPOM, aKTUBMPYHOLLMM KOHTPUHCYNSIpHbIE
ropMoHanbHble cuctembl [5]. MoBbilEHNe YPOBHSA KOPTU30Ma, KAaTEXONAMMHOB 1 FAKOKaroHa cnocobeTeyet
pasBUTUIO NepudepuvecKoin MHCYNMHOPE3UCTEHTHOCTM U YBENWUYEHMIO NPOAYKLMN TMIOKO3bI NEYEHbHO [2, 7].
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B ycnoBumsix OTHOCWUTENbHOWM MHCYNMHOBOWM HELOCTAaTOMHOCTH, 06YCMOBNEHHOM MOBpexaeHuem beTa-
KNeTOK, 3Ta CTPeCcC-MHAYLMPOBaHHAs MMnepriimkeMms CTaHOBUTCS HeynpaBnsieMon, YTo 3anyckaeT Kraccuye-
CKUIA Kackag keToaumaosa: nunonus, obpasoBaHne cBOBOAHbIX KUPHBIX KACIOT, KETOreHe3 n MeTabonnyeckui
auugos [1, 6, 7).

lnrokozomokcuyeckutl aghghekm

[MneprnnkeMns cama no cebe okasbIBaeT JOMNOMHUTENBHOE TOKCUYECKOE BO3LENCTBIE Ha BeTa-KneTky,
(hopMupyst (heHOMEH TTIOKO30TOKCUYHOCTI, KOTOPbINA 3aMbIKaeT «MOPOYHbIA Kpyr» [2]. BpeMeHHoe noBblLL e-
HWe TMoKO3bl KPOBU YCyrybnseT ANChYHKUMIO MHCYNISIPHOMO annaparta, O4Hako nocre HopMmanusauum rimke-
MWW 3TOT 3PEKT NOMHOCTLI perpeccupyerT [3].

AndhepeHumanbHas amarHocTuka: UCKMYaem anbTepHaTUBLI

KeToauuaos He sBNSeTCA CUHOHMMOM AuabeTndeckoro ketoaumposa. lpu nocTynneHun naumeHta ¢
BbICOKAM @HWOHHBLIM MHTEPBANOM M KETOHEMWE HeobXoaMMO NOCNea0BaTENbHO UCKIKOYNTL Apyrie 3Tono-
rMyeckue BapuaHTbl [6, 7].

AnKOronbHbIN KeToaLMa03 XapakTepusyeTcs HU3KOM, HOPMasbHOW UMK crerka NOBbILLEHHOMN FIMKEMU-
ei. OH pa3BMBaEeTCS NOCIe MaccuMBHOrO ynoTpebneHms ankorons Ha ¢oHe ronogaxns [6, 7]. YpoBeHb anko-
rons B KPOBM MOXET ObITb HU3KUM K MOMEHTY NOCTYMNIEHUS, NOSTOMY pELLaloLLee 3HaYeHe UMeeT TLlaTenb-
HO COBpaHHbIN aHaMHes3.

KeToaunaos ronoaaHus BO3HWKAET NpW ANWUTENbHOM OTCYTCTBUM NUTAHWUS U COMPOBOXAAETCS HUKUM
WK HOPMarnbHbLIM YPOBHEM MOKO3bl KpoBK [7]. Tpn 9TOM ypoBeHb GeTa-ruapokcnbytupata noBbILLAETCS
YMEPEHHO, a KOHLeHTpauus brukapboHaTa peako CHKAETCS HUXE BOCEMHAALATM MMOSTb Ha NIUTP.

QYrIMKEMUYECKUI OnabeTUYECKui KeToalnao3 pasBmBaeTcs Ha PoHe nprema HEKOTOPbIX NpenapaTos,
B YaCTHOCTW WHTMOWUTOPOB HATPUN-TIIOKO3HOMO KOTpaHcnopTepa 2 Tvna [6, 9]. [ins ero ucknioveHns Heobxo-
UM TLLaTenbHbIN COOp NeKapcTBEHHOrO aHamHe3a. MexayHapoaHbIi KOHCEHCYC pekoMeHZyeT ocobyro
HaCTOPOXEHHOCTb B OTHOLIEHWM pucka [KA y nauueHToB ¢ caxapHbiM auabeTtom 1 Tvna, nonyyaiowumx Tepa-
nnto nHrmbutopamm SGLT2 [9].

[nabetnyecknint kKeToauMao3 Npu OCTPOM MaHKPeaTUTE XapaKTepPU3YEeTCs BbICOKOW FMUKEMUEN, OTCYT-
CTBMEM AnabeTa B aHaMHese, HOpPMaribHbIM YPOBHEM TIUKMPOBAHHOMO reMorfiobuHa v NoATBEPKAEHHBIM
BOCManeHnem Nomxenyao4Hom xenessol [1, 2, 5].

Takum 0bpasom, y nauyeHTa ¢ runeprivkemMment, KeTo30M 1 NOATBEPKAEHHBIM OCTPbIM NaHKPEATUTOM,
MPU UCKITKOYEHUM anKOTOMbHOMO U roNIOAHOrO reHesa, anarHo3 [IKA ssnseTcs 060CHOBaHHbIM Jaxe npu 0T-
CYTCTBMM caxapHoro anabeta B aHamHese [1, 6, 7].

[narHocTuyeckne Mapkepbl: Ha YTo 06paTUTL BHUMaHKUE

[inarHocTyeckun nouck npu noJo3peHUMM Ha naHkpeatoreHHblr KA [OMmKeH BKMOYaTb HECKOSIbKO
KntoYeBbIX nabopaTopHbIX Nokasatenen [1, 2, 7].

[ MIMKMPOBAHHbIA reMornobuH NMO3BONSET OLEHUTb CPEAHWIA YPOBEHb MMKEMWW 3a MpeaLlecTByloLLme
[Ba-Tpu Mecsua. HopmanbHbIn YpoBEHb 3TOMO nokasatens y nauneHTta ¢ [JKA sBnseTcs BeCKUM apryMeHTOM
NPOTUB XPOHUYECKOrO CaxapHOro AuabeTa v ykasblBaeT Ha OCTPOE, TPAH3UTOPHOE HapyLLEHWE YrneBOAHOro
obmeHa [1, 2].

C-nenTng CryxuT MapkepoM SHAOTEHHOW CEeKpeLmn MHCynuHa. B ugeane ero cneayet onpeaensTs Ha
BbICOTE TMNEPTNIMKEMUN AN OLEHKN pe3epBHON crnocobHOCTM 6eTa-kneTok [1]. B kKnuMHMYeckon npaktuke He-
pesko OH onpepenserca nocne kynuposaHus [KA; B 3TOM cnyyae HOpMarbHbIid UK NOBbILEHHbIA YPOBEHb
C-nenTuaa nogTBepxaaeT OTCYTCTBUE AECTPYKLMM BeTa-KneTok [2, 3].

AHTUTENA K OCTPOBKOBbIM KNeTKaM, BKIlOYas aHTUTena K rnyramataekapbokcunase u TuposuHgocga-
Ta3e, NO3BONSIOT UCKMKOYNTD ayTOMMMYHHbIN reHe3 caxapHoro anabeta 1 Tuna npu ux OTpuUaTenbHbIX pe-
synbTarax [1].

Jlvnasa v BU3yanusaums nomxenyao4uHon xenesbl — KOMNbIOTEPHAs TOMOrpatus ¢ KOHTPacTMpOBaHK-
€M SIBMSETCS 30/10TbIM CTaHAAPTOM A1 NOATBEPXKAEHUS AMarHo3a OCTPOro NaHKkpeaTuTa 1 OLEHKM ero Tsxe-
cm[2, 3].

lNleyebHas TaKTUKa: MHCYNMH KaK BpeMeHHasa mepa

B octpom nepvoae neyenne naHkpeatoreHHoro [JKA He oTnMYaeTcs OT CTaH4APTHOrO NPOTOKOMa Be-
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pexust KA v Bknovaet [1, 4, 7, 8]

* BHYTPUBEHHYIO MHCDY3WIO KPUCTANMOMAOB AN KOPPEKUMN AechnumTa XnaKoCTH; Npu 3TOM Bbibop pe-
XUMa MHY3MM (OQHOMELLIKOBAS UK ABYXMELLKOBAs CUCTEMA) LOIKEH ONPeensaThCs KIMHNYECKON CUTyaL -
el M BO3MOXHOCTAMM cTauuoHapa [10];

* BHYTPUBEHHOE BBEJEHME VHCYNMNHA KOPOTKOTO AEMCTBIUS NOA KOHTPONEM YPOBHS TTIHOKO3bI 1 KE TOHOB;

* MOHUTOPWHT 3M1EKTPOSMTHOrO BanaHca ¢ 0cobbIM BHAMaHMEM K YPOBHIO Kanus u hocaTos [4];

* 3TUOTPOMHYKO TEPAanMI OCTPOro MaHKpeaTUTa, BKITHOYALLYI0 MHPY3NOHHYO Tepanuio, aHanbresuo u
npu HeobxoanmocTn aHTUbakTepuasnbHble npenaparbl [4].

KpuTuyeckoe pasnuuue 3akmo4aeTcs B TaKTUKE Ha 3Tane BbINUCKW. B 0TAnYMe OT naumeHToB ¢ caxap-
HbIM Anabetom 1 TMNa, y KOTOPbIX NOTPEOHOCTL B UHCYSIMHE COXPAHSIETCS MOXWU3HEHHO, NPU NaHKpeaTore H-
Hom KA [1, 2, 3]:

* NOTPEBHOCTb B 3K30r€HHOM MHCYMMHE BbICTPO CHUXAETCA N0 MEPE paspeLLeHns NaHKpeaTuTa;

* Y 3HAYUTENbBHO YaCTU NAUMEHTOB K MOMEHTY BbIMMCKN MHCYNNH MOXET BbITb MOMTHOCTLIO OTMEHEH;

* Ha3HaYeHWe MHCYNMHA «Ha BCAKMIA Cryvan» Wnn B kayecTBe GasanbHoM Tepanun sBnseTcs Heoboc-
HOBAHHbIM W MOTEHLMaNbHO ONacHbIM BBUAY PUCKA ATPOTEHHbIX rMNOrnMKemuii [3].

[MpOrHO3 1 AONTOCPOYHbIE UCXOAbI

KrtoueBor BONpOC, BO3HMKAIOLLMI B KITMHUYECKOW NPaKTUKE: HE NPpUBEAET N 3NN30[ NaHKPeaTOreHHOro
[KA K pa3suTuio CTOMKOro caxapHoro avabeta B Oygyuem [1, 5]?

[aHHble nuTepaTypbl CBUAETENLCTBYIOT, YTO Y BonblWMHCTBA nauueHToB 6e3 guabeta B aHaMHese 3H-
AOKPUHHAS (DYHKUMS NOZKeNyA0YHON Xenesbl NOMHOCTbI BoccTaHasmmeaetcs [1, 2, 3]. MoaTeepkaeHuem
cnyxar:

* HOpManu3auus ypoBHS rMIMKMPOBAHHOMO reMorfiobuHa npu KOHTPOSbHLIX 0BCNEeaoBaHUSX Yepes Tpu-
LecTb MecsiLeB [2];

* OTCYTCTBWE NPU3HAKOB XPOHUYECKOW rMNeprimkeMiunt B auHamuke [3];

* COXpaHHbI ypoBeHb C-nentuga [1].

OpHako Takue nauueHTbl OCTatTCA B rpynne pucka passuTUS NOCTNAHKPEATUYECKOro caxapHoro ana-
BeTa npu NOBTOPHbIX 3NM304ax OCTPOro NaHKpeaTUTa UIn NpK NPOrpeccpoBaHNIM XPOHUYECKOTO NaHKpeaTy-
Ta [5, 12]. Moatomy anHammnyeckoe HabnogeHe ¢ NePUOANYECKAM KOHTPONEM YrieBoaHOro obmeHa sBnseT-
ca obsi3atenbHbIM [2].

[MpakTuyeckne pekomeHaaunm ans KMHULMCTOB

Ha ocHoBaHUM aHanu3a SOCTYMHbIX AaHHbIX NpeanaraeTca cneayiownin anroputM BeAeHUs NaluueHToB
¢ [1KA 1 octpbIM naHkpeatuTom 6€3 caxapHoro auabeta B aHamHese [1, 2, 5, 6, 7.

Ha atane noctynneHus HeobXxoaMMO onpesenuTb YPOBEHb MIMKUPOBAHHOMO reMornobuHa Ans UCKto-
YeHMS) XPOHWYECKOW TUNEepriMKeM, MPOBECTU AuddpepeHLmManbHyo AUarHoCTUKy ¢ ApYrMm BUZaMu KeTo-
aumuoosa 1 NoATBEpPAWTb AWarHo3 OCTPOro MaHKpeaTuTa C MOMOLLbBIO ONpeaeneHus nunasbl W UHCTPYMEH-
TanbHoW Bu3yanusauwm [1, 2, 6, 7).

B npouecce neyeHuns cnepyet exenHEBHO NepecMaTpuBaTth 403y MHCYNUHA, OPUEHTUPYACH Ha AUHA-
MUKy FIIMKEMWW 1 KETO3a, a TakKe No BOMOXHOCTU onpeaenuTh ypoeHb C-nentuga nocne KynupoBaHUs ru-
neprimkemuu [1, 3].

Ha aTane BbINUCKM KaTeropuyeckn He pekoMeHAYeTCs HasHavaTb MHCYMUH WK nepopanbHble caxa-
POCHMXaIOLME npenapatbl Npy cTabunbHOM rarkeMnieckom npodgune 6e3 Hux [2, 3. Heobxoaumo 3annaHu-
pOBaTb KOHTPOIbHbIN BU3WT Yepe3 OAUH-TPU MecsLa C onpeaeneHneM rmukMpoBaHHOro reMornobuHa u npo-
WH(OPMUPOBaTL NauueHTa 0 HeoBXOAMMOCTW He3aMeanuTENbHOMO 0bpalleHus Npu peLmamBe CUMNTOMOB
naHkpeaTuTa unu runeprivkemum [1, 2].

3aknwoyeHue

[nabeTtnyecknin keToaumuao3 y naumMeHToB 6e3 caxapHoro amabeta, pa3BMBaAOLLMIACA KaK OCMOXHEHME
OCTPOro MaHKpeaTuTa, SBISETCS KIMHUYECKUM (heHOMEHOM, KOTOpbI TpebyeT OT Bpaya Bbixofa 3a pamku
CTaHZAPTHbIX AMArHOCTUYECKMX WabnoHoB [1, 5]. MoHMMaHne TpaH3UTOPHOW NPUPOALI MUMNEPrIIMKEMUM B 3TOW
cuTyauun nossonseT u3bexatb OWMOOK NpU HasHaYeHUn Tepanuu, npexae BCero — HeobOCHOBAHHOMO Mo-
XM3HEHHOTO Ha3Ha4YeHUs MHCyuHa [2, 3].
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Poct uucna rocnutanusauyuin no nosogy [KA, oTmeyaemblil B NOCNeAHWEe roabl, AWKTYET Heobxoau-
MOCTb pa3paboTkn apdeKTUBHBIX NPOUNAKTUYECKUX CTpaTernin 1 06pa3oBaTenbHbIX NporpaMM Ans nawu-
€HTOB 1 Bpayen [11].

[anbHenume uccnegoBaHns JOMKHbI BbiTb HampaBneHbl Ha YTOYHEHWE (DAKTOPOB puCKa pPa3BUTUS
naHkpeatoreHHoro [KA, ontummusaumio cpokos onpegenenns C-nentuga u pa3paboTky KIMHUYECKUX Npeayk-
TOPOB BOCCTAHOBIIEHUS SHAOKPUHHON (HYHKLMW NODKENyA0YHON xenesbl [1, 2, 12].
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FUNOT MMKEMUYECKWH 3DMEKT
CYJIb@ACAJIASNHA: MEXAHW3Mb, DAKTOPbI
PUCKA W KNTMHWYECKOE 3HAYEHME

AXME[L0BA BMBHIYSIb TAUIAPOBHA,
HOBWKOBA [1APbfl AHIPEEBHA,
PAMA3AHOBA TYPYAHA PAMUWKOBHA,
AKYbOBA PU3ENA 3AKUPOBHA

CTYAEHTbI
Orb0Y BO ActpaxaHckuin MY Munsapasa Poccum

AxHoTaums: CynbacanasuH, WUPOKO NPUMEHSEMBIA NP BOCMANUTENbHBIX 3a001eBaHUsAX KULIEYHMKA, MO-
XET BbI3bIBATb THKESYHO U CTOMKYHO TUMOMIUKEMMIO, OCOBEHHO Y NALMEHTOB C COMYTCTBYIOLLEN NaTonorven [2,
10]. JdaHHbIn apdekT peanmayeTcs NPEMMYLLECTBEHHO Yepe3 CTUMYMALUMIO CEKpPeLun WMHCynuHa, obycnos-
NEHHYI0 CTPYKTYPHBIM CXOACTBOM ero MeTabonuta cynbpanmpuanHa ¢ Npous3BOAHbIMU CyrbGOHUIMOYEBUHBI
[1, 2]. KntoyeBbIMM thakTopamu, npegpacnonaratolumMi K passuTiio 3Toro noboyHoro athekTa, ABIATCS
HapyLeHWe (PYHKLMKM NoYeK, NPUBOASLLEE K 3HAYUTENBHOMY YANMHEHWUIO NEPUOAA NOyBbIBEAEHUS Npenapa-
Ta, a TakKe HeJoCTaTouHoe NuTaHue [2, 4]. AuddepeHumanbHas AnarHoCTka Takux COCTOSIHWIA TpebyeT nc-
KMKOYEHWS MHCYNUHOMBI U 9K30TEHHOTO BBEEHWS MHCYNWHa [3, 5, 9]. OcHoBa neyeHns — oTMeHa npenapara,
4TO NPMBOAUT K BbICTPOMY 0BpaTHOMY passUTUO runornukemun [2]. KnuHuumctam cnegyet cobniogarb oco-
Byl0 OCTOPOXHOCTb MPY Ha3HaYeHWM CyrbgacanasvHa nauneHTaMm C NoYeYHOM HedoCTaTOMHOCTBI, CTPOrO
KOpPEKTUPYS 403y, U HEMEANEHHO NPeKpaLLaTh Tepanuio NPy NOSBNEHNUN HEOOBACHUMBIX TUNOTIIMKEMUYECKUX
anM30408 [2, 4].

KntoyeBble cnoga: cynbacanasut, runornvkemMus, CynbanvupuamnH, nekapcTBEHHO-UHAYLMPOBaHHaAs rvmno-
[MYKeMUS, MOYeYHas HeJoCTaTOYHOCTb, BOCNanuTeNbHble 3aboneBanus kuweyHuka, bonesHb KpoHa, runep-
CeKpeLys UHCYNWHa, NPON3BOAHbIE CYNb(OHMIMOYEBMHDI, HEXENAaTENbHbIE NEKAPCTBEHHbIE PeaKLMM.

HYPOGLYCEMIC EFFECT OF SULFASALAZINE: MECHANISMS, RISK FACTORS AND CLINICAL
SIGNIFICANCE

Akhmedova Bibigul Gaydarovna,
Novikova Daria Andreevna,
Ramazanova Turchana Rafikovna,
Yakubova Rizeda Zakirovna

Abstract: Sulfasalazine, widely used in the treatment of inflammatory bowel disease, can cause severe and
persistent hypoglycemia, particularly in patients with comorbidities [2, 10]. This effect is primarily mediated
through stimulation of insulin secretion, driven by the structural similarity of its metabolite sulfapyridine to sul-
fonylurea derivatives [1, 2]. The key predisposing factors for the development of this adverse effect include
renal impairment, which leads to a significant prolongation of the drug's half-life, as well as malnutrition [2, 4].
The differential diagnosis of such conditions requires exclusion of insulinoma and exogenous insulin admin-
istration [3, 5, 9]. The mainstay of treatment is drug discontinuation, which results in rapid reversal of hypogly-
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cemia [2]. Clinicians should exercise particular caution when prescribing sulfasalazine to patients with renal
insufficiency, with strict dose adjustment, and should immediately discontinue therapy if otherwise unexplained
hypoglycemic episodes occur [2, 4].

Keywords: sulfasalazine, hypoglycemia, sulfapyridine, drug-induced hypoglycemia, renal insufficiency, in-
flammatory bowel disease, Crohn's disease, insulin hypersecretion, sulfonylurea derivatives, adverse drug
reactions.

BBEOEHUE

IlekapCTBEHHO-MHOYUMPOBAHHASA TUNOTAIMKEMUS SBMSIETCA pacnpoCTpaHeHHON NpoBbremMon B KNuHUYe-
ckom npaktuke [2, 10]. Hapsigy ¢ MHCYnMHOM 1 npenapatamu CynbgOHUIMOYEBMHDI, PS4 APYTUX NeKkapcTBe H-
HbIX CPEACTB MOXET Bbl3bIBaTb 3HAYUTENBHOE CHUXKEHWE YPOBHSA rMt0K03bl KpoBU [2]. Cpean Hux ocoboe me-
CTO 3aHWMaeT cynbghacanasnH — npenapar, TPaQULMOHHO UCNONb3yeMbln Ans neyeHns Gonesuu Kpona
S13BEHHOrO konuta [1].

HecmoTps Ha TO, YTO rMMOrMMUKEMIUS He BXOAWUT B YMCO Hanbosee YacTbix NOBOYHbIX APEEKTOB Cynb-
(hacanasuHa, HaKoMMeHHbIE KIMHUYECKUE AaHHbIE U OTAENbHble COOOLLEHNS YKa3biBaKT Ha CYLLECTBOBaHWE
37O cepbesHor npobnemsbl [1, 2]. BHUMaHWe K gaHHOMY acnekTy 0CoBeHHO BaxHO BBUAY LUMPOKOW pacnpo-
CTPaHEHHOCTH BOCMANMUTENbHbIX 3a00NeBaHUI KULLEYHWKA W YACTOrO COYETaHMS UX C APYTMMU KOMOPOUAHbI-
MW COCTOSIHUSIMU, TaKUMM KaK caxapHbli AnabeT 1 XpoHnyeckas bonesHb novex [2, 4].

MPEANONATAEMBIE MEXAHWU3MbI FANOT MMKEMUYECKOTO ENCTBUA

['MnornukeMuyeckun apdekT cynbdacanasnHa SBIseTcs MHOroakTopHbIM 1 peanuayeTtcs Yepes asa
OCHOBHbIX MEXaHU3Ma:

1. WHcynuH-cTumynupyrowwmin agdpekt cynbtanupuamnHa. Cynbacanasui B opraHuame paclienns-
€TCS Ha 5-aMMHOCaNUUMIIOBYHO KUCMOTY U cynbtanupuaynH. MIMeHHO nocneaHuin MeTabonuTt HeCeT OCHOBHYO
OTBETCTBEHHOCTb 3a HexernatenbHble peakuuy [1]. CynbdanmpuanH npuHagnexuT K rpynne cynboHaMmaoB
W NO XUMWYECKOW CTPYKTYpe Onm3oK K rmubeHknammay — MOLLHOMY CTUMYNSTOPY CEKPeLMU MHCYMNuHa W3
rpynnbl CynbgoHUnmMoYeBmHbl [1, 2]. Mpeanonaraetcs, YTo OH CBA3bIBAETCA C peLienTopamm Ha beTa-kneTkax
NOKENyLOYHON Xernesbl, 3anyckas kackag peakuui, BedyLUui K NOBbILLEHHOMY BbICBODOXAEHWIO MHCYUHA
[2]. 370 noaTBepxaaeTca nabopaToOpHbIMK HaxOAkaMuW: y MaUMEHTOB C TUNOrMUKEMUEN Ha (hoHe npuema
cynbghacanasnHa perucTpupyroTca HeaaekBaTHO BbICOKME YpOBHM C-nenTtuaa u NPOUHCYNMHA, YTO YKa3blBaeT
Ha SHOOrEHHYI r’MNepCeKPEeLIMI0 MHCYIIMHA, a He Ha ero 9K30reHHoe BBeaeHue [3, J).

2. [loTeHUMpytoLWMIA 3CDGEKT CanuUMIaTHOrO KOMNoHeHTa. Bropasi YacTb Mosekysbl cynbdacanasu-
Ha, 5-aMMHOCanMUMIIoBas KUCMOTa, Takke MOXET BHOCUTb BKNag B CHKEHME rMioko3bl [1]. Canuuunatsl 06-
nafanT CnocoBHOCTLI0 MHMMBWMPOBATL NPOLYKUMIO MHOKO3bl NEYEHBIO 1, YTO 6onee BaxHO, MOBbLILLATL YyB-
CTBMTENBHOCTb NEPUDEPUYECKMX TKAHEN K MHCYNKHY [2]. STOT 3adhdpekT onocpeaoBaH NoAaBEHNEM aKTUBHO-
ctn IKK-6eTa (kuHa3bl MHrMBUTOpa SAepHOro hakTopa kanna-B), KoTopas UrpaeT KYEBYH POSib B pa3BUTHM
BOCMNaNeHNs 1 MHCYNMHOPESUCTEHTHOCTH [2].

Takum 06pa3om, cynbdacanasmH okasblBaeT ABONHOE AEWCTBME: C OAHOM CTOPOHbI, OH CTUMYNMpyeT
BbIOPOC MHCYNMHA, C APYroi — YCUNMBAET ero AenCTBume Ha TkaHu [1, 2].

OAKTOPbI PUCKA PA3BUTNA TMNOTMUKEMIAA

He y BCex nauneHTOoB, NPUHUMAIOLLMX CynbdacanasuH, passmuBaeTca runornmkemus. Ans maHugecra-
LUumn aToro agdekta HeobXoAMMO Hanuune psaa npegpacnonaratolmx akTopos, KOTOPbIE MOXHO pasfe-
INUTb Ha TPY OCHOBHbIE rpynnbl [2, 4]:

» GapmakoknHeTn4eCKne hakTopbl (HapyLIeHre anumuHaum). Hanbonee 3HaunmMbiM hakTopom ABns-
€TCS XPOHWNYECKas MoYeyHas HegoCTaTouHOCTb [2, 4]. MockonbKy BbiBEAEHWE aKTUBHOTO MeTabonuta cynb-
hanpuamHa B 3HAYNTENbHOM CTEMEHM 3aBUCUT OT (DYHKLMM NOYEK, NPW CHKEHUM CKOPOCTW Kny6O4KOBOM
(unbTpaLmMn ero nepuop nosyBbIBELEHUS MHOTOKpPaTHO yBenuunsaetcs [4]. Ecnu y nauneHToB ¢ HopManb-
HOW (PyHKLMEN NoYek nepuog nonyBblBEAEHUS cocTaBnseT 6—14 yacos, TO Npu TePMUHASBHOW CTaguu no-
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YeYHON HeO0CTAaTOMHOCTM OH MOXET gocTuratb 50 YacoB [2, 4]. 3TO NPUMBOAMT K KyMynauuW npenapata u
HaKOMNEHWI0 TOKCUYECKUX KOHLEHTpaLWiA, faxe Npu npueme CTaHAapTHbIX J03. Kputuieckn BaxHO, YTO pe-
KOMeHAyemas CyTouHas [Jo3a cynbacanasvHa Ans NauveHTOB Ha Ananuse 3Ha4YMTEeNbHO HUKE OBbIYHOW
TepaneBTUYeCKoi 403kl [2, 4].

o MeTabonnyeckue 1 HyTpUTUBHbIE (haKTOpbl. PUCK 3HAUNTENBHO BO3pacTaeT y NaUMEHTOB C HeJocTa-
TOYHBIM MUTAHWEM U HU3KUM NOTPebneHnem kanopun [2]. B Takux ycroBusx yMeHbWaeTcs NocTynneHne K-
30reHHOM MOKO3bl, U SHAOreHHas NPOAYKLMS TMOKO3bl NEYEHbI) CTAHOBUTCS OCHOBHBIM UCTOYHUKOM SHEPriN
[2]. Mpn OQHOBPEMEHHOM CTUMYNALMM CEKPELMM MHCYMNMHA CynbacanasMHoM 3TOT MexaHu3M romeocrtasa
HapyLLaeTCs, YTO MPUBOAMUT K KPUTMYECKOMY MafeHuo YpoBHS caxapa [4]. Takke K npegpacnonaraiolmm
(haKTOpaM OTHOCAT MOXWION BO3pacT, 3aboneBaHMs NeYeHn W ractponapes (3aMeasieHHoe OMOPOXHEHWe
xenygaka) [2, 4].

o ATporeHHble dakTopbl. OWMOKM [03MPOBaHMS, OCODEHHO Y NALMEHTOB C MOYEYHOW HEOOCTaTOYHO-
CTbl0, SIBNSOTCA OCHOBHOM NpeaoTBPaTUMON npuumHOM [4]. HasHayeHue cynbhacanasnHa B 4o3e, Npesbl-
LatoLLe CKOPPEKTUPOBAHHYKO MO KMMPEHCY KpeaTUHUHA, MHOMOKPAaTHO MOBbILLAET BEPOSTHOCTb PasBUTUS
TOKCUYECKNX acphekToB [2, 4].

ONOOEPEHUNANBHAA ONATHOCTUKA

[MosiBNEHUE NEPCUCTUPYIOLLEN TMNOMMUKEMUM Y NaUMeHTa, NPUHUMAIOLWEro CynbgacanasuH, Tpebyet
TLWaTeNbHOro AuddepeHUmanbHo-grardocTieckoro noucka [2, 10]. T'mnornukemmnsi ¢ HeageKBaTHO BbICOKM-
MW YPOBHSIMM MHCYNMHA U C-nenTuaa 3actaBnsieT 3anogo3puThb ABa OCHOBHbIX COCTOSHUS [3, 5, 9]:

1. WHcynuHoma. Onyxonb nogxenyaouHon xenesbl, npogyumpytowas uHeynui [3, 5). Ee uckniove-
Hue TpebyeT NpoBeAEHNS MHCTPYMEHTANbHON AMArHOCTUKW (KOMMbIOTEPHAs TOMOrpadus, SHAOCKONMYECKoe
yNbTpa3ByKkOBOE UCCMefoBaHNE), KOTOpblE B HONbLUIMHCTBE CryYaes 06nafatoT BbICOKOA YyBCTBUTENBHOCTLIO
[3,5,9]

2. OK30TeHHOE BBEMEHWEe WHCyNMHa WKW Npuem nepoparibHbIX CaxaponoHWXaLWMX npenapa-
TOB. BBegeHve MHCynuMHa uckniovaeTcs npu obHapykeHun nosblleHHoro yposHs C-nentuga [3, 5. Mpuem
NPOM3BOAHBIX CyNbGOHUIIMOYEBMHBI UCKITIOYAETCA C NOMOLLLIO CNeLanbHbIX CKOMHUHIOBBIX TECTOB [2, 3].

BaxHO OTMETUTb, YTO B BOMBLUMHCTBE ONMUCAHHBIX CllyYaeB UHCTPYMEHTAbHbIE UCCNEefOoBaHNS He Bbl-
ABNSAOT UHCYNMHOMY [3, 5, 9], @ OTpULaTENbHbIA CKPUHUHT Ha 9K30reHHble npenapatbl U OTCYTCTBUE SABHbIX
NPU3HaKOB WX Mpuema AenarT AuarHo3 fekapCTBEHHO-MHAYLMPOBAHHON rMMornukemMun Hanbonee BeposiT-
HbIM [2, 10]. TwnepkanbUMeMust U rMNOTUPEO03, Kak NOTEeHUMarbHble NPUYMHBI MUMOTANKEMIN, TaKKe LOIHKHbI
ObITb UCKMIOYeEHSI [2].

TAKTVKA BELAEHWA NALMEHTOB

OcCHOBHbIM U Hanbonee athekTUBHBIM METOLOM NEYEHNS TUNOTAIMKEMUN, BbI3BAHHOW Cynbacanasu-
HOM, SIBNSIETCSA HEMeAIeHHast OTMeHa npenaparta [2, 4]. B oTnuume 0T COCTOSIHMI, TPEBYIOLLMX XMPYPruyecko-
ro BMELIATENbCTBA (MHCYMHOMA), JaHHas NaTonorusa NONHOCTLI obpatuMa [2]. Ha doHe oTMeHb! cynbda-
canasuHa HabntogaeTcs nocTeneHHas HopManuaaums YpoBHS roKo3bl [2]. CKOpOCTb BOCCTAHOBIIEHNS 3aBy-
CUT OT UCXOOHOM CTEMNEeHu MOYEYHON HeJOCTAaTOMHOCTU U BPEMEHU BbIBELEHUS HAKOMUBLUErocs npenapata
[4]. KOHTpONb YPOBHS r1IOKO3bl B 3TOT NEpPUOA AOMKeH ObiTh TLLaTeNbHbIM, OAHAKO A0NONHUTENbHOE BBEAE-
HWe BONbLUMX 03 9K3OTEHHOMO WHCYNWHA, KaK NpaBuno, He TpebyeTca M Aaxe NPOTUBONOKA3aHO, MOCKOMbKY
MMNepceKkpeLms MHCYNMHa COXpPaHSeTCs 40 NOMHOro BbiBedeHNUst MeTabonutoB cynbdacanasumua [2, 3]. Moa-
TBEPXOEHUEM [MarHo3a Cnyxat noBblILLEHHbIE YPOBHU Cynb()OHAMWUA0B B KPOBM B NepBble AHM Nocne oTMe-
Hbl Npenapara [2].

lMauneHTam ¢ NOATBEPKAEHHON NEKAPCTBEHHO-MHAYLMPOBAHHOW TMNOrNMKEMMEN PEKOMEHYETCS Npo-
BEAEHME HEMPEPbIBHOrO MOHUTOPWHIA TTIHOKO3bl B TEYEHUE HECKOMbKWX AHEN nocrne OTMEHbI npenaparta Ans
AOKYMEHTamNbHOrO MOATBEPXAEHNS OTCYTCTBUS MOBTOPHbIX 3MNM30A0B CHUXEHMS caxapa [7, 8]. Mpu Heobxo-
AMMOCTU MOXeT BbITb Ha3HayeHa WHY3MOHHAs Tepanns pacTBOpPaMM IMOKO3bl 4115 KOPPEKLMM YPOBHS M-
Kemun B OCTPOM nepuoge [2]. BaxHo Takke OUeHUTb U CKOPPEKTUPOBATL Apyrue noTeHumanbHble hakTopbl
pUCKa: PEXUM NUTAHWS, HYTPUTUBHBIA CTATYC W CONYTCTBYHOLYIO hapmakoTepanuto [2, 4]. Mocne ctabunusa-
LN COCTOSHWS W MOMHOWN HOPManu3aLum YPOBHS rMIOKO3bl CrieayeT pacCMOTPETb BOMPOC O 3aMeHe Cynbia-
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canasvMHa Ha anbTepHaTWBHble npenapatbl ANs feYeHWs BOCManMTENbHOTO 3abOneBaHWs KULEeYHWKa,
Hanpumep, MecanasmH unu G1oNorMYeckyto Tepanuio, C Y4eTOM NPOTUBONOKA3aHUIA 1 UHAMBMAYATbHBIX OCO-
BeHHocTen naumeHTa [1, 4]. Bo Bcex cnydyasix 0TMeHa cynbacanasvHa JOmkHa ObiTb 3a40KYMEHTMPOBaHa B
MeOULMHCKON KapTe Kak MpuyMHa pas3BuTUS TUMOMMUKeMWAN ANs NpedoTBpaLleHMs NMOBTOPHOTO Ha3HaveHWs
npenaparta B OyayLem [2].

BbIBOAbI N MPAKTUYECKE PEKOMEHOALMA

Ha ocHoBe aHanu3a MexaHu3MOB ¥ (HaKTOPOB pUCKa MOXHO CCHOPMYIMPOBATL CriedytoLLme KIoYeBble
BbIBOAbI AN KIUHUYECKOM npakTukm [2, 4, 10]:

1. HactopoxeHHOCTb B OTHOLLEHMM pucka. CynbacanasuH crneayet paccmaTpuBaTh Kak noTeHumarb-
HY0 MPWUYUHY MMMOTMUKEMUM Y BCEX MaLMEHTOB, 0COBEHHO NPy Hanuumuu conyTCTayoLWMX 3abonesanni [2, 10].

2. ObssatenbHas KOppekUmus 403bl NpU MOYEYHON HEAOCTATOMHOCTU. [ANS NALUMEHTOB CO CHUXEHHOM
(DYHKLMeR NoYeK U, B 0COBEHHOCTY, HAXOASALLMXCA HA Ananu3e, HasHayeHue cynbacanasnHa TpebyeT cTpo-
roro nepecMoTpa A03bl B CTOPOHY 3HAYMTENbHOTO YMeHblueHus [4]. MNpeBbileHe pekoMeHOOBaHHbIX [03
HegonycTumo [2, 4].

3. MOHWUTOPWHT YPOBHS FMOKO3bI. Y NALMEHTOB M3 rpynnbl pUcka (NOXunble, C HapYLWeEeHHbIM NUTaHW-
em, ¢ anabetom) LenecoobpasHo Gonee 4acTo KOHTPOMPOBATL YPOBEHL MMUKEMUM, OCOBEHHO B Nepuog TUT-
pauuv 0osbl [2, 7).

4. Kputepuit gns oTMeHsbl. osiBNeHNe HEeOOBACHUMBIX TUMOMUKEMUYECKUX COCTOSHWUIA (YPOBEHb
rMIOKO3bl MeHee 55 Mr/an) Ha oHe Tepanuu cynbdacanasnHoM SBASETCS NPSMbIM NOKa3aHWeM K ero oT-
MeHe [iaxe NpuW OTCYTCTBUWN OKOHYATENbHbIX 1TabopaToOpHbIX MOATBEPKAEHNA TOKCUMHOCTM [2, 4].

5. HeobxoanmocTb JanbHeAWwuX MCCrnefoBaHUi. TOYHbI MOMEKYNSPHbIN MeXaHu3M B3aumogen-
CTBMA CynbhanupugmnHa ¢ peLentopamu BeTa-KneTok 1 reHeTudeckue hakTopsl, npegpacnonararolme K pas-
BUTUIO 9TOr0 acppekTa, TpebyoT fanbHeNwero u3yyeHns ans 6onee TOYHOrO NPOrHO3MPOBAHWS PUCKOB Y
KOHKPETHbIX MaLmeHToB [2, 4].
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YK 61

KANbUWUTOHWHOBbIM AMUAONA03 NPY
MELYNNAPHOM PAKE LLLUTOBUAHON
XENES3bI: OT JIOKAJIbHOI' 0 OTAOXXEHNA K
CUCTEMHBIM OCJIOXXKHEHNAM

AXME[L0BA BMBHIY/Ib TAUIAPOBHA,
HOBWKOBA [1APbfl AHIPEEBHA,
PAMA3AHOBA TYPYAHA PAGUKOBHA,
AKYBOBA PU3ENA 3AKUPOBHA

CTYAEHTbI
Orb0Y BO ActpaxaHckuin MY Munaapasa Poccum

AHHoTauua: MeaynnsapHbii pak LMTOBMIHON Xenesbl SBNSETCS HeMPO3HAOKPUHHOI ONYXOrblo, MPOVUCXOAS-
el 13 napadonnukynspHbIx C-KNeTok, 1 XapakTepusyeTcs runepnpoayKuUMen KanbUUToHUHa. [nuTensHas
runepKanbUMTOHMHEMUS MOXET NPUBOANTL K 06pa30BaHMI0 KanbLMTOHUHOBOMO aMunonaa, KOTopbIi, kak Tpa-
[VMLMOHHO CYMTAsIOCh, OCTAETCS NOKaNN30BaHHbLIM B NPefenax LWUTOBUOHON Xenesbl 1 PerMoHapHbIX nuMda-
Tyeckux yanoB. OfHaKo HaKOMMEHHbIE KIMHUYECKIE AaHHbBIE CBUAETENBCTBYIOT O BOSMOXHOCTM CUCTEMHOIO
PACMpOCTpaHEeHWs! KanbLUUTOHMHOBOTO aMUonaa C NOPaeHEM BHYTPEHHIUX OPraHoB, B YaCTHOCT NOYeK, C
pa3BUTMEM HePOTUYECKOrO CMHAPOMA. [laHHbI 0630p MOCBSLIEH aHaNM3y NaToU3MONOriK, KIMHUYECKIX
NPOSIBIIEHNI, AMArHOCTUYECKMX NOAXOAO0B U TepaneBTUYECKUX CTpaTEervii Npi CUCTEMHOM KambLMTOHMHOBOM
amunouago3e y nauMeHToB C MeAynnsipHbIM pakoM LMTOBMAHOM xenesbl. Ocoboe BHUMaHMe yaoensetcs
HE06X0AMMOCTY MOBbILLEHUS! HACTOPOXEHHOCT KIMHULMCTOB B OTHOLLEHIN JaHHOTO PEAKOro, HO KIMHUYECKH
3HAYMMOTO OCTIOXHEHNS.

KnioueBble crioBa: KanbLUTOHUHOBbIA aMunouns, MeAyNnspHbIA paK LMTOBMOHON Xenesbl, He(hpOTUUECKHIA
CVHPOM, CUCTEMHBI aMUIOMI03, rMNepKanbUUTOHUHEMIS

CALCITONIN-DERIVED AMYLOIDOSIS IN MEDULLARY THYROID CARCINOMA: FROM LOCAL
AGGREGATES TO SYSTEMIC MANIFESTATIONS

Akhmedova Bibigul Gaydarovna,
Novikova Daria Andreevna,
Ramazanova Turchana Rafikovna,
Yakubova Rizeda Zakirovna

Abstract: Medullary thyroid cancer is a neuroendocrine tumor originating from parafollicular C-cells and is
characterized by hyperproduction of calcitonin. Prolonged hypercalcitoninemia may lead to the formation of
calcitonin amyloid, which has traditionally been considered to remain localized within the thyroid gland and
regional lymph nodes. However, accumulating clinical evidence suggests the possibility of systemic dissemi-
nation of calcitonin amyloid with involvement of internal organs, particularly the kidneys, leading to the devel-
opment of nephrotic syndrome. This review analyzes the pathophysiology, clinical manifestations, diagnostic
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approaches, and therapeutic strategies for systemic calcitonin amyloidosis in patients with medullary thyroid
cancer. Special attention is paid to the need for increased clinician awareness regarding this rare but clinically
significant complication.

Keywords: calcitonin amyloid, medullary thyroid cancer, nephrotic syndrome, systemic amyloidosis, hypercal-
citoninemia

Beeaenue

Amunongos npeactasnset cobomn rpynny 3aboneBaHunit, XapakTepuayHLLMXCS BHEKNETOYHbIM OTIIOXKe-
HWeM HepacTBOPUMbIX (MOPUNNAPHBLIX 6EnKoB, KOTOpble NPUOBPETAT XapaKTEPHYK CTPYKTYpYy C Kpocc-
BeTa-cknagyaTon KoHdurypaumen. B 3aBucMMOCTY OT TUNa NpeaWwecTBEHHUKOBOMO benka pasnuyaT MHOXe-
CTBO (hOpPM aMUIONA03a, Kaxaas U3 KOTOPbIX MMEET CBOM KIMUHUYECKE OCOBEHHOCTU 1 OpraHbl-MULIEHN.

MegoynnspHbld paK LATOBUAHOWN Xenesbl COCTaBNSET 0kono 1-2% BCex 3rokavyecTBEHHbIX HOBOOBpa-
30BaHWil LUMTOBMAHOM Xenesbl, 04HaKo fBnsieTcs Haubornee arpeccuBHbIM cpeay HuX. Onyxonb NpouMcxoanT
13 napadonnuKynsapHbIx C-KNeTok, KOTOpble B HOPME CEKPETUPYHOT KamnbLUTOHUH — FOPMOH, Y4acTBYHOLLMA B
perynauun kanbLMeBoro roMmeocTtasa. XapakTepHon 0COBEHHOCTLIO MeYNNISPHOMO paka SBASETCS rmnepnpo-
AYKUMS KanbLMTOHWHA, YPOBEHb KOTOPOrO YacTO KOPPENMPYET C OMYyXONEBOM MAcCoM W CIYXUT BaXHbIM Ana-
THOCTUYECKUM 1 MPOrHOCTUYECKM MapKepoM.

[nuTenbHas runepkanbUUTOHMHEMMUS CO3AaeT YCnoBns Ans 06pasoBaHus KanbLUMTOHUHOBOIO aMMon-
Aa. B TeyeHne MHOrMX NeT cunTanoch, YTo AaHHbIA TUN amunonga, 06o3Havaemblit kak ACal, octaetcs CTpo-
ro JI0Kanu3oBaHHbIM B NEPBUYHOM OMYXONM U PETMOHAPHBIX MM aTUYECKUX y3rax, He Bbi3blBas CUCTEMHbIX
nposierieHun. OgHako onybrnkoBaHHbIE B NOCAEAHWE roabl KIMHUYECKMe HabnAeHUs CTaBsAT Nog COMHEHWe
9TO NpeLCTaBneHne, JEMOHCTPUPYS BO3MOXHOCTb CUCTEMHOTO pacnpoCTPaHeHUs KanbLUTOHUHOBOTO amusio-
naa c NopaxeHneM noYek 1 pasBuUTMEM HEPPOTUYECKOTO CUHAPOMA.

Llenb gaHHoro 063opa — cuMCTEMaTU3MPOBaTb COBPEMEHHBIE NPEACTABMNEHUS O CUCTEMHOM KasbLMTO-
HWHOBOM amurouao3e npu MeaynispHoM pake LUMTOBWUAOHOW xenesbl, 06cyanTb ero natouanonornieckme
MeXaHW3Mbl, AMarHOCTUYECKIE KPUTEPUN U KIMHUYecKue nocneactaus[11]

MaTodmsnonorus KanbLUUTOHUHOBOrO amuIoOna03a

Cmpykmypa u ceoticmea KanbyumoHuHa[1,3]

KanbuuToHuH npeacTasnseT cobon NenTUaHbIA FOPMOH, COCTOSILLMIA M3 32 aMUHOKUCTIOTHbIX OCTATKOB,
C MOneKynsipHon maccoi okono 3,5 kfla. OH cuHTeaupyeTcs napadhonnnkynspHeiMiu C-KneTkamm WUTOBMOHON
Xenesbl B cocTaBe bonee KpynHOro npefwecTBeHHUKa — NpOoKanbLUMTOHMHA, KOTOPbIA NOCre NoCTTpaHCcns-
LIMOHHOTO NpOLEeCCHHra AaeT 3perblid FOPMOH.

Monekyna kanbuuToHWHa obriagaeTt amuunbHON CTPYKTYPOIA, Y4TO NpeapacnonaraeT ee K arperaumm
n 0bpasoBaHuio PubpUNNAPHLIX CTPYKTYP. Mpn ANNTENsHOM BO34ENCTBUM BbICOKUX KOHLEHTPALMI KanbLiy-
TOHMHA in VivO NpOMCXOaMUT ero KOHPOPMaLMOHHas NepecTpoiika ¢ (POPMUPOBAHNEM HEpPaCTBOPUMbIX beTa-
cknapyaTbix mbpunn, KOTopble OTKNAAbIBAKOTCA B TKaHSX B BUAE amunonaa.

MexaHusmb1 amunoudozeHesa

[poLiecc 0bpasoBaHMs KarbLUTOHUHOBOMO aMUIOMAA BKITKOYAET HECKOIbKO MOCeA0BaTeNbHbIX 3TaroB:

YBenuyeHne KoHUeHTpauunm benka-npeallecTBeHHrka. MOCTosiHHAsA rMnepnpoaykums KanbLMTOHUHA
OMyXOmneBbIMU KNETKaMW CO30AET BbICOKWN rpafMeHT KOHLEHTpaLuK, YTO CnocoBbCTBYeT CNOHTaHHON arpera-
LM MOTeKyrn.

KoHopmaLmoHHble  M3MeHeHUs. KanbUWTOHWMH nNpeTepneBaeT MNepexoh M3 HaTWBHOW anbga-
cnupanbHOM KoHgopmauuy B GeTa-cknagyaTtylo CTPYKTYpy, KOTopas SIBNSETCS TepmoguHamunyecku Gonee
CTaburnbHON B YCNOBMSX BbICOKOW KOHLEHTpaLmm benka.

Hykneauusi n poct cpmbpunn. ArpernpoBaHHbIE MONEKYMbI KanbLUMTOHMHA (OOPMUPYHOT LIEHTPbI HyKe-
aunm, BOKpYT KOTOPbIX MPOMCXOAUT AanbHeLLee HapalymBaHue ubpunnspHon CTPYKTYpbI.

OtnoxeHue B TkaHsx. Obpa3oBaBLUMECS amMUNOuaHbIe MOPUNIbI HAaKaNIMBaKTCS B UHTEPCTULMAN b-
HOM NPOCTPAHCTBE Pa3NuYHbIX OPraHOB, BbI3blBas WX CTPYKTYPHYIO 1 PYHKLMOHAIBHYIO Ae30praHn3aLmio.

BaxHO 0TMeTUTb, 4TO NAaTOreHHOCTb aMUIOUAHBIX OTNOXEHUN ONPeaenseTcs He TONbKO Maccom OTno-
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XEHHOro 6enka, Ho M ero CnOCOBHOCTBIO BbI3bIBATb NOBPEXAEHNE OKPYXAIOLLMX TKAHEN Yepes NHAYKLMIO BOC-
nanuTesnbHOro 0TBETA, OKCUAATUBHBIN CTPECC W anonTo3 KNeTOK-MULIEHEN.

JlokanbHbIt unu cucmeMHbIt amunoudos

TpagnumMoHHO KanbLMTOHMHOBLIA aMUIONE, paccMaTpuBarncs Kak fiokasnbHbIA (PeHOMEH, OrpaHNYeHHbIN
TKaHbHO LLIMTOBUAHON Xenesbl U PeroHapHbIMU NuMd)aTnieckummn y3namn. B oTnndne oT CUCTEMHbIX (opM
amunoungosa, Takux kak AL-ammnonpos (Mpu MOHOKIOHanbHbIX rammanatusx) unm ATTR-amunongos (npu
MyTaumsx TpaHcTupeTtuHa), ACal He cumTancs cnocobHbIM K pacnpoCTpaHeHWo 3a npegersl obnactu nep-
BUYHOW ONYyXOnMu.

OpHako CoBpeMeHHbIe AaHHbIe CBUAETENLCTBYIOT O TOM, YTO MPU HanM4uM JOCTATOMHOW MPOZOMKM-
TENBHOCTW MMNEepPKanbLUMTOHUHEMUN W BbICOKUX KOHLEHTPALMAX LMPKYNMUPYIOLErO KanbUMTOHUHA BO3MOXHO
€ro CUCTEMHOE OTNOXeHue.[2] MexaHu3Mbl, cocobCTBYIOLLME CUCTEMHOMY PachpPOCTPAHEHWIO, BKITHOYALOT:

MacCcyBHOE NOCTYNEHNe KarnbUUTOHNHA B CUCTEMHbIN KDOBOTOK M3 METACTaTUYECKNX 04aroB;

ANUTENbHBIN NEPUOA TUNEPNPOAYKLMM, CO3LAtOLLMIA YCIIOBUS NS NOCTENEHHOMO HAKOMMEHNS aMUIOn-
[a B Pa3NnyHbIX OpraHax;

BO3MOXHbI€ MHAMBUAYaNbHbIE 0COBEHHOCTU MeTabonama aMuIouaoreHHbIX BeskoB;

CONYTCTBYHOLLME COCTOSHUS, CNOCOBCTBYIOLME NOBPEXAEHNIO COCYAUCTOMO SHAOTENUS U NOBbILLEHNIO
NPOHMLL@EMOCTM TKaHeBbIX Gapbepos.

KruHuyeckne nposiBrieHnst CUCTEMHOIO KanbLUTOHUMHOBOMO aMmnongo3a

Ha 0CHOBaHUM UMEHLLMXCS IMTEPaTYPHbIX AaHHBIX MOXHO BbIAENUTb KITOYEBbIE KIMHUYECKIE NMPOSIBIEHNS
CUCTEMHOTO KarbLMTOHHOBOMO aMMonao3a y NauyeHToB ¢ MeaynisipHbIM PakoM LMTOBMAHON xenesbl.[7]

lMopaxeHue noyek u HedpoTnyecknin cuHapom[9]

Haunbonee JOKYMEHTUPOBAHHBIM KNWHWYECKUM NposiBeHnem cuctemHoro ACal sBnsieTcs nopaxeHue
noyek. B onucaHHbIX cnyyasx CUCTEMHOO KanbLUTOHUHOBOTO aMIUION03a OCHOBHBIM KITMHUYECKUM CUHAPO-
MOM BbICTYyNasn HePOTUYECKNIA CUHLPOM, XapaKTEPU3YIOLLMNCA:MAaCCUBHOW NPOTENHYPUEN C COOTHOLIEHMEM
Benok/kpeatnHuH moum, npesbiwarowm 10 000 mr/r;

rnoansbyMUMHEMMEN C YpOBHEM anbbymmnHa CoiIBOpOTKM MeHee 2,0 r/an;

reHepanu3oBaHHbLIMK OTEKaMK, JOCTUraoLWMMI CTENEHU aHacapku; runepaMnuaemMmnei.

FucTonornyeckoe uccnegoBaHne BGUONTATOB MOYEK BbISABNSET AUPEY3HOE OTMOXEHWE amurionga B
knyBoyKax ¢ NpenMyLLECTBEHHbIM NOPaXeHNEM Me3aHr1abHOM 30HbI M KaNUANAPHbIX NeTenb. XapakTepHbl-
MW NpU3HaKamMu SBASIOTCS NOSOXNUTENbHOE OKpallmBaHWe KOHMo KpacHbIM C 3efeHbIM ABYIyYenperomreHm-
€M B NoNsprU30BaHHOM CBETE, a Takke pubpunnsapHas ynbTpacTpykTypa npy SNeKTPOHHON MUKPOCKOMUM.

KpnTnyeckn BaxHbIM [N YCTAHOBMEHUS AuarHo3a SBNSETCS NoaTBepKAeHWe KanbLUMTOHUHOBOM Npu-
poabl amunonga ¢ NOMOLLbK UMMYHOTUCTOXMMUYECKOTO OKpaLUMBAHUS aHTUTENaMW K KanbUMTOHUHY W/Mnu
Macc-CneKTPOMETPUYECKOrO aHann3a MUKPOAMCCELMPOBAHHOMO MaTepuana.

[pyrvue BO3MOXHbIe OpraHbl-MULLEHW

XoTs nuTepaTypHble JaHHbIE NPeUMYLLECTBEHHO OrpaHNYMBAOTCS NOPaKEHWEM MOYEK, TEOPETUYECKM
CUCTEMHbI KanbLUTOHWHOBbLIA aMUIIOMA03 MOXET NopaxaTb U ApYrine opraHbl U CUCTEMBI. BO3MOXHBIMU Mu-
wexsmu ana ACal aenstotcs:[4,9]

CeppeyHo-cocyauctas cuctema. OTNOXeHe amunonaa B MUOKapae MOXET NPUBOANTb K PECTPUKTUB-
HOWN KapaMoOMMONaTUW, HapYLLIEHNSM pUTMa 1 CEPAEYHON HeLOCTaTOYHOCTM!.

YKenyaouHo-KMLIEYHbIN TpakT. MHGUNbTpaumust KUWEYHOW CTEHKM aMunoupom cnocobHa Bbi3biBaTb
ManbabcopbLmio, AMapeto U HapyLLEHNS! MOTOPUKM.

[Mepudhepuyeckas HepBHast cuctema. AMUIOMAHAsS HEMponaTs ABNSETCA W3BECTHbIM OCMOXHEHUEM
ApYrux hopM ammnonago3a n MOXeT NOTEHLManbLHO pa3smBaTbes npu cuctemHom ACal.

MMeyeHb 1 ceneseHka. OTNoXeHWe amurnionaa B peTUKYNo3HOOTENNANbHON CUCTEME MOXET NPUBOAUTD
K renaTocnieHoMeranum 1 HapyLueHnsM YHKLMK.

OpHako cnegyeTt NoOAYepKHYTb, YTO Ha CErOAHALHWA AeHb JaHHbIe O CUCTEMHOM MOPaXeHWUU Opyrux
opraHoB npu ACal OTCYTCTBYIOT WUNK HOCAT eOMHUYHBIA XapakTep. TpebyloTcsa OanbHenwne 1ccneaoBaHns
ANS YTOYHEHUS CMEKTPA KITMHUYECKUX NMPOSBMNEHWIA JaHHOTO COCTOSHUS.
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[lnarHocTrka CUCTEMHOrO KanbLMTOHMHOBOro amunonpo3sal13,14]

[narHocTMka CMCTEMHOTO KanbUMTOHWHOBOMO amuriongo3a npeactaBnsietr coboi CROXHY0 KnuHUYe-
CKYt0 3aaady, TpebyIoLLy0 MHTEerpaLumn AaHHbIX aHaMHe3a, KIMHUYECKON KapTWHbI, TabopaTopHbIX U UHCTPY-
MEHTamnbHbIX METOAOB.

KrinHnyeckui n nabopaTopHbIi 3Tan

[lnarHocTuyeckuit NouUcK cneayeT HaunHaTb C:

OLIEHKM AnUTENbHOCTY 3ab0NeBaHmMs U ANHAMUKN YPOBHS KanbLMTOHUHA;

BbISIBNEHMS CYMNTOMOB NOPaXXEHMSI MOYEK: OTEKM, MPOTENHYPUS, CHUKEHIE YPOBHS anbOyMiHa ChIBOPOTKY;

NCKIIOYEHNS APYTMX BO3MOXHBIX MPUYMH HedhpoTnieckoro cuHapoma: AL-amunonaos, AA-amunonaos,
MemBpaHo3Has HedponaTus, (PoKanbHO-CErMEHTapHbI rOMepYNoCKIepo3 U apyrve.

BaxHbIM auddhepeHumanbHO-AMarHoCTUYECKUM NprU3HakoM SBseTcs To, Yto npu cuctemHom ACal oT-
CYTCTBYIOT MPU3HAKIN MOHOKMOHANBHOM raMmanaTiik: anekTpodopes n UMMYHogUKcaums 6ekoB CbIBOPOTKM Y
MOYM He BbISIBNSIOT MOHOKIOHAMbHBIX MMMYHOMOBYMHOB, @ COOTHOLIEHME CBOBGOAHbBIX NErkux Lenen kan-
na/nsambaa octaeTcs B Npeaenax HopMbl.

Mopdonornyeckas BepucmkaLms

30M0TbIM CTaHAAPTOM AMArHOCTUKM aMUionao3a SBnseTcs buoncus NopaxeHHOro opraHa ¢ nocrneay-
tOLLIM FUCTONOMNYECKM N UMMYHOTUCTOXMMIUYECKUM UCCNEA0BAHNEM.

McTonormyeckoe ccreaoBaHue:

OkpalumBaHne KoHro kpacHbiM SIBMSieTCS CTaH4ApPTHbIM METO4OM BbisiBNEHMUs ammnouga. Monoxu-
TEMNbHbIA pesynbTaT XapakTepuayeTcs XapakTepHbIM SO0YHO-3eMeHbIM ABYIyYENPENIOMAEHNEM B NONSpU-
30BaHHOM CBeTeE.

ONEKTPOHHAs: MUKPOCKOMWUSI MO3BOMSET BW3yanuavpoBaTb XapakTepHyl (QUOPUANSPHYID CTPYKTYpY
amunongHblx otnoxeHuin. Quametp dunbpunn npu ACal 06b14HO cocTaenset okono 8-10 m.

IMMYHOTMCTOXMMUYECKOE TUMMPOBAHME:

KntoyeBbIM 3Tanom SBNSETCS MMMYHOTUCTOXMMUYECKOE OKpaLLMBaHWE Cpe3oB buonTata aHTUTENamm K
KanbLUTOHWHY. MonoxuTenbHOE OKpaluvBaHWe NOATBEPXAAET KanbLMTOHVHOBYO NPUPOAY amuionaa.

OTpuuaTensHoe OkpallMBaHWe Ha nerkve Lenu UMMyHornobynnHoB (kanna v nambaa), TpaHCTUPETHH
W Opyrie ammunongoreHHble 6enku NoMoraeT UCKMOYNUTL Apyrie TUMbl aMuMnonaosa.

Macc-cnekTpoMeTpUYeCKMiA aHam3:

NasepHas Mukpoauccekums KOHro-KpacHOro-NoSIOKMTENbHBIX Y4acTKoB C  MOCMEAyHLMM  Macc-
CNEKTPOMETPUYECKM aHaNW30M SBRSeTCs Haubonee cneumduyHbIM METOLOM UAEHTU(MUKALMM amMnIono-
reHHoro Geska.

OBbHapyxeHune nocnefoBaTerbHOCTEN NPOKaNbLUUTOHWHA W KanbLMTOHWHA B aHanMU3upyeMoM matepu-
are ogHo3HayHo nogTBepxaaeT anarHo3 ACal.

AunddpepeHumanbHasn anarHocTukals]

[Mpu BbISBREHUM HEHPOTMYECKOrO CUHAPOMA Y NaLMEHTa C MeAYNNAPHLIM PaKOM LLMTOBUAHOM Xenesbl
Heobxoa4MMo NpoBOAUTL AnddepeHLmanbHbI AUarHo3 Mexay HECKOMbKAMW BO3MOXHBIMIA COCTOSIHUSIMM.

Tepanus UHrMOGMTOPaMM TUPO3UHKMHA3BI[I]

VIHrMGuTOpbI TMPO3MHKMHA3GI, TaKk1e Kak copadeHnd, kabo3aHTUHWUG 1 BaHAETAHMO, WMPOKO UCMOMNb3Y-
l0TCS B IEYEHUN METACTaTUYECKOro MeayNNApHOro paka LWUTOBMAHOM xenesbl. OgHUM 13 U3BECTHbIX N060Y-
HbIX 3P (PEKTOB 3TUX NpenapaToB ABNSETCH HEPOTOKCUYHOCTb, KOTOPas MOXET NPOSBAATLCSA NPOTEUHYPUEN,
apTepuanbHOW rnepTeH3nen 1, B TAXeNbIX Cryyasx, HehpoTUYECKUM CUHLPOMOM.

[nthdepeHumnansHas aMarHoCTUKa Mexay TOKCUYECKUM nopaxeHnem noyek Ha gone tepanum UTK un
cucteMHbiM ACal OCHOBLIBAETCS Ha CReAyoWMX KPUTEPUSAX: CBA3b C HA4YanoM Wi U3MEHEHWEM Tepanuu
UTK; Hanuuve gpyrmx npusHakoB TokcuyHocT UTK (apTepuanbHas runepTeHsuns, MopaxeHue Koxu, auapes);
pesyrnbTaTbl 6UONCMM NOYKMW, NO3BONAIOLLME BEPUPULMPOBATL HaNMYME aMUNOULHbIX OTIIOKEHNN.

TepaneBTnyeckue noaxoabl [12]

B HacTosllLee BpeMs He CyLieCTByeT CTaH4APTU3MPOBAHHBIX MPOTOKOMOB MEYEHNUS! CUCTEMHOIO Karb-
LIMTOHMHOBOrO amM1rionao3a BBIAY KpanHel PeaKoCTH 3TOr0 COCTOSHMS. TEM He MEHEE, Ha OCHOBaHWM 0BLLY 1X
MPUHLMMNOB Tepanum amnnongo3a U UMEKLLMXCH KNMHUYECKUX HabmogeHuin MoryT BbiTb NpeanoxeHsl cne-
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AyloLmre noaxoabi.

KoHTponb rvnepnpogyKuun KanbLmMTOHNHa

KroyeBbIM NaToreHeTUYECKUM HamnpaBeHeM SBMSETCH CHWKEHWE NPOAYKUMM KanbLMTOHMHA OnyXo-
neBbIMM KrneTkamu. 3TOro MOXHO AOCTUYb:

Xvpypriveckum neyeHnem. MakcumanbHoe yaaneHue OnyxoreBoi TKaHu (LMTOpedyKTUBHbIE onepa-
Ly, NMMOANCCEKLMS) NO3BONSET CHU3NUTL 0BLLYI0 MacCy KIEeToK, NPOAYLMPYIOLWMX KamnbLUUTOHWH.

TapreTtHon Tepanuei. MHmBUTopbl TMPO3UHKMHA3bI, Takue Kak BaHAeTaHnb 1 kabo3aHTUHWG, cNnOCOOHbI
NOAABNSATb POCT M aKTUBHOCTb OMyXOSEBbIX KNETOK, YTO MPUBOAUT K CHUKEHWIO YPOBHS KanbumToHMHa. OgHa-
KO y HEKOTOPbIX MaLMeHTOB OTMEYAETCS PE3UCTEHTHOCTb K TEpanuu Ui pasBuTUE TOKCUYHOCTH, TpebytoLLen
OTMeHbl Npenapara.[13]

IlyyeBoit Tepanuein. B oTAeNbHbIX CnyYasx MOXeT NPUMEHSATLCS paguoTepanust Ans foKanbHOro KOH-
TPONS ONYXONEeBOro pocTa, B TOM YKche ¢ ucnonb3oBaHnem 1311-metanogobeHsunryaHnayHa.

Tepanus HedppoTHyeckoro cuHapoma [15]

TeveHne HedhpoTyeckoro cuHapoma npu ACal HOCUT CUMITOMATUYECKIIA 1 MOAAEPKUBAIOLLMIA XapaKTep:

[Ounypetukn. MpuMeHsOTCS AN KOPPEKLMM TMNepBONEMUMN 1 OTEYHOTO CUHAPOMA. B Tskenbix cryvasx
MOXeT noTpeboBaTbCs BHYTPUBEHHOE BBEAEHME ANYPETUKOB UMK 3aMeCTUTENbHAs NOYeYHas Tepanus.

Koppekuusi Genkosoro gecumumta. Mpu runoansbyMmHeMnn nokazaHO HasHayeHWe BbICOKOOENKOBOM
AMETbI, B TSHKENbIX CyYasix — BHYTPUBEHHOE BBEAEHME anbbymuHa.

CraTuHbl. [1ng koppekumm runepnmnuaeMmmn, XxapakTepHon Ans HepoTUYECKOrO CUHAPOMA.

AHTUKOArynaHTHas Tepanus. MNpu Hanuumm TPOMBOTUYECKUX OCIIOXKHEHUI, KOTOPbIE YacTO BCTPEYatoT-
Cs Npn He(hPOTUYECKOM CUHAPOME, NMOKA3aHO Ha3HAYEHNE aHTUKOArynsHTOB.

[MepcneKkTMBHbIE HaNpaBneHus

B cBA3M ¢ KpanHei ManouMcneHHoOCTbo Habntoaernin cuctemHoro ACal nepcnekTuBHbIe HanpaBeHus
TEepanuu OCTalTCs NPEAMETOM ANUCKYCCUA. BO3MOXHBIMI NOAX0AaMW MOTYT ObiTb: MPUMEHEHWe NpenapaTos,
CTabUNM3NPYIOLLMX HATUBHYIO KOHCDOPMALMIO KanbLMTOHWHA W NPENSTCTBYIOLMX €ro arperauum; UCnosb3oBa-
HWe aHTUTEN K amunonaHbiM ubpunnam (nogobHo Tepanuu AL-amuriongosa); TpaHCMaHTauus Nouvku B
TePMUHANLHOW CTagun NoYeYHON HeAOCTaTOYHOCTW.

[NporHo3 n ncxodpl

[MpOrHO3 Mpy CUCTEMHOM KanbLMTOHMHOBOM aMWUIIOMZ03€e OnpesenseTcs COYETaHMEM HECKOMbKUX
(haKTOPOB: TSHKECTHIO W MPOrPECCMPOBAHNEM OCHOBHOMO 3ab0neBaHMs — MEeTacTaTyeckoro MeaynnsipHoro
paka LUMTOBMAHOM Xenesbl; CTENEHbIO NOPAXEHNS MOYEK U HAMMYMEM NOYEYHOWN HEAOCTATOUHOCTY; Hanu4neMm
COMYTCTBYHOLLMX OCMOXHEHUI, BKNOYAsH WH(EKUMOHHbIE U TPOMOOTUYECKME; BO3MOXHOCTbIO 3CD(PEKTUBHOIO
KOHTPONS rMnepKanbLUUTOHUHEMUMN.
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YBaxkaeMble KoJJ1ern!

[Tpurnamaem Bac npuHsTh yyactue B MexX1yHapOIHBIX HAYYHO-TIPAKTUUYECKUX KOH(pepeHIHsIX!

Hara Ha3panue kondepeHumun Yeayra Mudpp

25 ot XXX MexaynaposiHasi HayqHO-IPAKTHYECKask KOHPEPCHIHs 150 pyo. MK-2749
AKTYAJIBHBIE BOITPOCHl COBPEMEHHOU HAYKHA 3a | crp.
XXII MexnyHnapoaHasi HayqHO-TIpaKTHUECKass KOH(EpEeHIIUs 150 py®.

25 mions MOJIOION YUEHBIN salcmp, | VK-2750
VIl MexayHapoaHas HaydHO-TIPaKTHYECKas KOH(epeHIINs 150 py6.

25 wions HAYYHBIE UCCJIEJIOBAHMS Y PA3PABOTKH 2026 3a 1 ?Xp. MK-2751
XXI Beepoccuiickast HaydHO-TTPaKTHUECKas KOH(EpeHIHs 150 py6

25 wurons BBICOKHUE TEXHOJIOI'MU, HAYKA U OBPA3OBAHUE: sa CTp. MK-2752
AKTYAJIBHBIE BOITPOCHI, JOCTUKEHUSI U UTHHOBALIUU '
X1 MexayHaponHas HayqHO-TPaKTHIECKass KOH(epeHIIHs 150 py6

25 uronst 3KOHOMUKA, BUBHEC, UTHHOBALIUU: sa 1 CTp. MK-2753
AKTYAJIBHBIE BOITPOCHI TEOPUHU U TPAKTUKHU )
X| MexyHapoaHasi Hay4HO-TIpaKTHYeCcKas KoH(epeHms 150 py6

25 urons IMEJATOI'NKA, OGPA3SOBAHUE U BOCIIUTAHUE: sa 1 Cilp. MK-2754
AKTYAJIBHBIE BOITPOCBHI TEOPUU U ITPAKTUKH )
X| MexyHapoiHasi Hay4HO-TIpaKTHYeCcKas KoH(epeHms 150 py6

25 urons IOPUCIIPYJEHIMSL, IPABOCYIUE U TOCYJAPCTBO: ol Cﬁp' MK-2755
AKTYAJIBHBIE BOITPOCBHI TEOPUHN U ITIPAKTUKH )
XX MexnyHnapomHasi HaydHO-TIpaKTHUECKast KOHMepeHITrs 150 py6

15 aBrycra AKTYAJIBHBIE BOITPOCBHI COBPEM}EHHLIX HAYUHBIX sl Cilp. MK-2756
HUCCJEJOBAHUU '
XVIII MexayHaponHas Hay4yHO-IIpaKTHYeCKast KOH(pepeHns 150 pyO.

15 asrycra Moy;;g):[oﬁ I/ICy(;IJIE)I[%BATEJIL 2022) b sa 1 Igp. MK-2757
XIV MexayHapoHasi HaydHO-TIpaKTH4ecKasi KoH(pepeHIus 150 ov6

15 aprycra HAYKA CET'OJIHSI: ol rgp- MK-2758
AKTYAJIBHBIE BOITPOCHI TEOPUU U MTPAKTUKHA '
XVI MexayHapoHasi HaydHO-TIpakTU4ecKkasi KoHhepeHIus 150 ov6

15 aBrycra 9KOHOMUKA, PUHAHCHI U YIIPABJIEHUE: a1 Igp MK-2759
AKTYAJIBHBIE BOITPOCHI TEOPUU U MPAKTUKH )
X1 MexnyHapoHasi HAyqHO-TIPAKTHYECKast KOH(pepeHIUsI 150 ov6

15 aBrycra OBPA3OBAHUE, OGYUEHUE U BOCITUTAHUE: a1 Igp MK-2760
AKTYAJIBHBIE BOITPOCHI TEOPUU U MPAKTUKHU )
X1 MexnyHapo/Hasi HayqHO-TIPAKTHYECKass KOH(pepEeHIUs 150 ov6

15 aBrycra IOPUCHIPYAEHIINS, 3AKOH U TTIOPSITOK: a1 Igp MK-2761
AKTYAJIBHBIE BOITPOCHI TEOPUU U TIPAKTUKHA )
X1V MexayHapoaHasi HaydHO-ITpaKTHYeCKash KOH(EepEHIIHS 150 py6

20 aBrycra AKTYAJIBHBIE BOITPOCBHI HAYKHU, OBLLIECTBA 1 2a 1 czp. MK-2762
OBPA30OBAHUSA '
XXIV MexayrapoaHas HayIHO-TIpaKTHYeCcKask KOH(epeHIHS 150 ov6

20 aBrycra HAYYHOE OBO3PEHMUE: sa 1 Igp MK-2763
AKTYAJIBHBIE BOITPOCBHI TEOPUU U MPAKTUKHA '
XXXIV MexayHapoaHas HaydHO-IIPaKTHIECKass KOH(pEPEeHIIUs 150 py0.

20 asrycra HAVYHBIE HCCJEJOBAHUS MOJIOABIX YUEHBIX 3a 1 Igp. MK-2764
XI MexayHapomHast Hayq9HO-TIpaKTHIecKast KOH(epeHIHs 150 py®.

25 asrycra AKTYAJIbHBIE BOIIPOCHI HAYKH Y OBPA3OBAHUS 2026 | sa 1 crp, | MK 2765

Il MexxmyHapomHast Hayg9HO-TIpaKTHUeCKast KOH(epeHIus

25 aprycra HAYKA 1 COBPEMEHHOCTb: 150 pyo®. MK-2766

AKTYAJIBHBIE BOITPOCHI, JOCTUKEHWS U UTHHOBALIUU 3a 1 crp.
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