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OMMKCHbIV NPOPbIB B SHAOKPUHONOINN saies’

© PK. Muxees', T./. PomaHuoBa? E.A. TpowwnHa', O.P. TpuropsaH’, E.H. AHapeeBa’, E.B. LlepemeTbesa’, 10.C. A6caTapOBa‘*,
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"HaumoHanbHbIN MegULMHCKUIA NCCNefoBaTENbCKNIA LEHTP SHAOKpMHOoNornn, Mocksa, Poccua
*MepBbiii MOCKOBCKMIA rOCYAapCTBEHHDI MEANLMHCKINI yHUBEpCuTeT uM. V.M. CeueHoBa (CeueHOBCKUI yHUBEPCUTET),
MockBa, Poccus

OBOCHOBAHME. Co gHA oTKpbITUA KOKauH-amdeTaMmuH-perynupyemoro TpaHckpunta (KAPT) npowno 6onee yetsepty
BeKa. lpy 3TOM AaHHbIA TPAHCKPUNT He3aC/Ty>KeHHO OCTaeTCA «B TEHW», HECMOTPA Ha NPOABAAEMbIV B NOCneAHMe rofbl
HenogaenbHbIN MHTEPEC CO CTOPOHbI YY4EHOIO CO0bLLeCcTBa.

LEJIb. OueHunTb «<ucTopryeckre Bexm» n nepcnektnsbl nsyveHna KAPT B megumumHe.

MATEPUAJIbl U METO/bI. MNMonck nutepaTypbl NpoBoannn B oTeyectBeHHbIX (eLibrary, CyberLeninka.ru) n mexgyHapopa-
Hbix (PubMed, Cochrane Library) 6a3ax faHHbIX Ha PyCCKOM W aHIIMNCKOM A3blKax. [prnoputeTHbIM ABNANCA CBOOOAHDIN
LOCTYN K MOSIHOMY TeKCTy cTaTell. Bbibop MCTOUHMKOB 6bin NproputeTeH nepurogom ¢ 2019 no 2021 rr. OgHako ¢ y4eTom
He0CTaTOYHOWM U3YYEeHHOCTN BbiIGpaHHOW TeMbl BbIOOP MCTOUYHMKOB AaTvpoBanca ¢ 1989 r. PaboTa BbinonHeHa B paMKax
locypapcTBeHHOro 3apaHusa «LeHTpanbHble 1 nepudepuyeckrne natodusronornyeckmne MmexaHn3Mbl pasButua GonesHen
XNPOBOM TKaHN C YYETOM KANHUYECKNX U FOPMOHaNbHbIX XapakTepucTmky, 2020-2022 rr.

PE3YJIbTATbI U BbIBOAbI. [1na Toro uto6bl 3ipaBooxpaHeHre Hayunnocb bonee spdeKTUBHO «epxaTb yaap» nepes He-
YKNOHHO pacTyLlel pacnpoCTPaHEHHOCTbIO MeETabonuuecknx 3aboneBaHuii (OXKUpeHKe, caxapHblil AuabeT 1 T.n.) B Mupe,
XMN3HEHHO Ba)KHO OTKPbIBATb U 3y4YaTb HOBble FEHOMHbIE, MPOTEOMHbIE U MeTaboNoMHbIe NaTTepHbl. B yacTHOCTU, O fgHMM 13
TaKMX NaTTepHOB MOryT CTaTb UCCNEA0BaHUA, NOCBALLEHHbIe 3GEKTUBHOCTM U3YyUYeHUA BO3MOXHOCTY npumeHeHma KAPT
OnA neyeHns metabonnueckmx 3abonesaHnin C NO3MLUIA AoKa3aTebHOM MeanLMHbl. YeM paHblue Npoun3onaeT KoHconnaa-
UMA yCUnuin KNIMHUYECKMX Bpadel, SKcnepToB B 06nacTy GyHAaMeHTaNbHON HayKy, B TOM YKCIe NS U3YyYeHUs MONeKynap-
HbIX MeXaHN3MOB GYHKLMOHUPOBAHWA rMNoTanaMo-runodusapHon cucTemMbl, TeM BbicTpee NPUOGNN3NTCA AONroXAaHHasA
CMeHa napagurmbl KNIMHNKO-CMHAPOMANbHON MeANLMHBI Ha NapagurMmy TPaHCAALMOHHO-NEePCOHANN3MPOBAHHON.

KJTIOYEBBIE CJIOBA: KokauH-amgpemamuH-pezyiupyemslli mpaHckpunm; 2unomanamyc; ceKeeHUposaHue; UMMYHO(epMeHMHbIU aHanus;
OXupeHue; Memabosiusm.

COCAINE-AMPHETAMINE REGULATED TRANSCRIPT (CART) — PROMISING OMICS
BREAKTHROUGH IN THE ENDOCRINOLOGY
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BACKGROUND: The cocaine-amphetamine regulated transcript has been discovered long time ago (circa over 25 years ago)
but still stays not enough investigated. Just during last five years scientist’s society started providing interest to the genomic,
proteomic and metabolic essence of the cocaine-amphetamine regulated transcript.

AIM: The evaluation of historical pathway and perspectives of the cocaine-amphetamine regulated transcript medical
investigations.

MATERIALS AND METHODS: The literature search has been provided via Russian (eLibrary, CyberLeninka.ru) and
international (PubMed, Cochrane Library) databases and among articles on Russian and English languages. The main criteria
for article selection was free access and 2019-2021 years of publishing. Although the introduction is based on the articles
publishedin 1989.The present article was created according to the federal project «Central and peripheral pathophysiological
mechanisms of adipose tissue diseases and their clinical and hormonal manifestations natodusnonornuyeckme mexaHnsmol
pa3BuTKA 6ose3Hel XKUPOBOIN TKaHM C YUETOM KITMHUYECKMX Y FOPMOHASIbHBIX XapakTepucTuk» (2020-2022)

RESULTS AND CONCLUISON: Itis necessary to keep oninvestigating genomic, proteomic and metabolomic markers because
they contain important clues for successful resistance against human diseases. The 21 century is the era of transformation
from simple clinical medicine to personalized science. For example, researches in the area of cocaine-amphetamine regulated
transcript may result in invention of genetic medicine against dangerous metabolic diseases.
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EDITORIAL

75-nemuto akademuka PAH
lanunel ApanacbesHobl MenbHUYeHKO noceawaemcs.

McTopuuyeckn MmnpoBaa MeanumMHa B pamMmKax PasfinyHbIX
cneuuvanbHOCTEN MPOJOMKAET YAUBUTENbHO TEPHUCTDIN
N OAQHOBPEMEHHO GnlarofaTHbIN MyTb, HEB3MpPas Ha CMeEHY
30X, 06LEeCTBEHHO-3KOHOMMYECKNX dopmauni, dunocod-
CKMX TeYEHUN. DHOOKPUHOMOIMA, U3BECTHAA MoA onpeje-
NEHVEM «HayKa O »ene3ax BHYTPEeHHelN ceKkpeuun», npoLunia
4 >7ana pa3sutua: 1) onucatenbHbin (XVI-XVIII BB.); 2) aKkcne-
pvMeHTanbHbIl (HavaT A.A. beptonbaom B 1849r.); 3) Bblgene-
HUs ropmoHoB (1919 r. — BblgeneHue TupokcuHa E.C. Kendall;
1921 r. — BbigeneHue uHcynuHa F. Bunting u C. Best); 4) aTan
CUHTE3a FOPMOHOB C MOC/eYLWMM MOJyYeHeM AepuBa-
ToB [1]. OTKpbITUA B 06MacT SHAOKPUHOMOIMK, Craclme
M NPOANMBLLNE XMN3Hb MUIJIMOHAM JloAeN, Obinn 1 no cemn
[eHb MPOAOKAOT MO AOCTOMHCTBY OTMeyaTbcAa Hobenes-
CKMMU NPEMUSIMU B 06/1aCTn GpU3nonornm n meanumHel [2].

Henb3s cumTaTh, YTO LWAHCHI HOBbIX OTKPLITUI UcUYepna-
Hbl; HANPOTUB, BHEAPEHME BOJNbLIOrO CNeKTpa MOJNEKYNsAp-
HO-TEHETMYECKNX UCCNeaOoBaHNN, TEXHONOMMA CEKBEHMPO-
BaHMA MpPefoCTaBnAeT COBPEMEHHbIM YUYEHMAM OrpoOMHOe
noJsie 4NA HOBbIX HAaYUHbIX N3bICKaHU.

ExxerogHO B MeXayHapoAHbiX WMHGOPMaLUOHHO-aHa-
NINTUYECKNX M3[AHMAX B «MHOTOTMPAXKHOM peXrnme» ny-
GNMKYIOTCA ThICAYM TaliAIaiHOB UM MPOTOKOJIOB UCCNENO-
BaHM B pamMKax AOKa3aTeNlbHOW MeguUMHbl MO BOMpocam
OabeTonornn, HeMmpPO3HAOKPUHONOIW, TUPEOUZONorK,
pPenpoayKTMBHOWM SHAOKPUHOMNOMK, YTO CBUAETENbCTBYET
O 3aMeTHO BO3pacTalLen poan [AHHOW CreuranbHOCTH
B MOBECTKe AHA HaLMWOHanbHbIX (Poccuiickoe o61LecTBO SH-
nokpuHonoros (PA3), American Diabetes Association (ADA)
n T.0.) 1 MexayHapogaHbix (BcemmpHaa OpraHumsauma 3gpa-
BooxpaHeHuA (BO3)) megnumHcKmMx opraHm3aumin. Hecmo-
TPA Ha 3KCMAHCUBHbBINA XapaKTep COBPEMEHHON Broxummu
W SHAOKPWHONOMMK, 33ia4a OCBOUTb U MPUMEHUTb Ha 6naro
YyenoBeyecTBa BeCb CNEKTP FOPMOHOB OCTAETCA BO MHOFOM
HEeBbINO/IHEHHON. ABTOPblI AaHHOW CTaTbW MNPeAcTaBAAlOT
yrTaTesno KpaTKue cBefieHrs 06 NCTOPUYECKOM NyTu 1 nep-
CNeKTMBaX NCCNefOoBaHNN OQHOIO N3 HAUMEHEee N3YYEHHbIX
N Hanbornee 3aragoyHblX HENPOTPAHCMUTTEPOB LiEHTPasb-
HOW 1 nepudepryeckori HEPBHOWM CUCTEMbI — KOKanH-aMm-
deTamnH-perynupyemoro TpaHckpunta (KAPT).

HeyknoHHo Habupatowasa cuny naHgemusa metabonu-
yeckmx 3aboMneBaHUi, B YaCTHOCTU CepLAEYHO-COCYAMNCTON
NaToNornu, OXUPEHNA aNMMEHTAPHOrO reHes3a, CaxapHoro
avabeta 2 Tmna, — becnpeueneHTHO AEP3KUIA BbI30OB 06LLe-
CTBEHHOMY 3[1PaBOOXPAHEHMIO, TPEOYIOLLMI CNAXKeHHOrO OT-
BETa CNeLNanunCToB KIIMHNYECKNX 1 GyHAAMEHTabHbIX Hayy-
HbIX creynanbHocTen. YenoBeyecTBO CTPEMITIAB OBMlaeBaEeT
«MPOAYKTaMM» HayYHO-TEXHUUYECKOTo Mporpecca B obnactu
O6MOVMHPOPMATUKN:  UMMYHOTUCTOXMMUYECKUM  aHaNIM30M,
CEKBEHNPOBaHNEM reHOMA, MPOTEOMUKOW 11 METABONTOMUKOW,
reHHOWN NHXXeHepuen. Hosenwwmre TeEXHONOrMmn, HECOMHEHHO,
CMOCOOCTBYIOT CKOpeNLlen pa3paboTke NMPOPbIBHbIX TEXHO-
noruii B chepe neyeHns ykasaHHbIX 3aboneBaHni.

B Hauane 1980-x rr. amepuKaHCKNMN y4yeHbIMU B Xofe
pacwmndpoBKM CTPYKTYPbl COMATOCTAaTUH-NOJ06HOro nenTu-
[a, BblAeNEeHHOro 13 rmnoTtasamyca foMallHUX oBeL, Obiio
3adMKCMPOBAHO MOAB/IEHNE MOCTOPOHHEN, paHee Heuns-
BECTHOW, aMUHOKUCIIOTHONW nocnegosatenbHoct [3]. lMo-
MbITKN MOWCKA anbTEPHATMBHBIX CMNOCOOOB 1aboPaATOPHOro
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BblAENIeHNs [aHHOro MenTuaa NpojomKanncb B TeueHue
cnegyowmx 14 net. HakoHel B 1995 r. B xofe sKcnepumeH-
Ta C MOAENVPOBAHNEM HAPKOTUYECKON 3aBUCMMOCTU Y Na-
60paTOPHBIX MblLLEN YAANTOCh BbIAENNTbL CNeundUYHbIN reH
CARTPT (Cocaine and amphetamine-regulated transcript
prepropeptide gene), uto 6b1710 3apMKCMPOBAHO B MapTOB-
cKkom Homepe xypHana Journal of Neuroscience (CLUA) [4].
ABTOPCKUIN KONJIEKTVB BbllleyKa3aHHON CTaTbX COCTOAN
13 npegcraBuTene aMepuKaHCKoOro 1 aBCTpasMNCKoro Ha-
yuHoro coobuiectBa: Oregon Health & Science University
(CWWA), Chicago Medical School (CLLUA), The University of
Sydney (Asctpanus) Portland [3]. Takum o6pa3om, nepBbil
JeHb BeCHbl 1995 r. 03HaMeHOBaN Hayano HOBOW 3pbl B U3-
YUYEHMU TVNOTaNamo-rMnodu3apHoOro 3BeHa SHLOKPUHHOM
cuctembl. ONMCaHHbBINA B CTaTbe SKCMEPUMEHT 3aKJoyancs
B aHanu3se skcnpeccun MPHK B oTBeT Ha BBegeHme pasnnu-
HbIX NMCUXOCTUMYNIATOPOB (KOKarH, am$peTaMuH) B OpraHn3m
NabopaTopHbIX MbILLIEN, YTO NMPUBENO K MOBBILLIEHWIO YPOB-
HA aKkcnpeccun KAPT coBMeCTHO € Apyrum Hernpomeamarto-
poM — npoonuomenaHokoptuHoMm (MOMK) [4]. Skcnpeccus
KAPT 6blna askcneprMeHTaNnbHO OTMEYEHA B Pa3fiMyHbIX 06-
pa3soBaHuax UHC: runotanamyce, runnokamne, nosocatom
Tene. [laHHbI peHoMeH HabnopaeTca He TONbKO Y MNEKO-
nuTalwmx (B YyacTHocTn, homo sapiens), HO TakXe y pblb
1 nTuy (B YacTHocTn, y Emberiza bruniceps, nasectHoix B Poc-
CUW KaK «KeNMYHble OBCAHKW») [5-7].

Kak nokasanu 6onee no3gHve mMccregoBaHus, npose-
[EeHHble HANNCKAMU yyeHbIMK B 2020 1., 0COOEHHOCTbIO Bbl-
paboTkn KAPT Kak y pbl6, Tak 1 Yy MIEKONUTAOLMNX XKNBOT-
HbIX ABMSAETCA LMPKaOHbIA CE30HHBIN PUTM CO CKITOHHOCTbIO
K MOBBILIEHUNIO B NEPVIOL MUTPALIAM 1 CHUXKEHWIO B Nepros
ocepnoctu [7].

Mepuopg ¢ 1995 no 2000 r. 03HaMeHOBanNCA oyepeaHomn
TEXHNYECKON pPeBOMoLMEN — OTKPbITUEM TEXHONOMMN
nMmyHodepmeHTHoro aHanmsa (ELISA — enzyme-linked
immunosorbent assay), KOTopble HaBcerga BOLM B MOBCe-
HEBHYI0 MeAVLIMHCKY0 NpPakTuKy. [omnmo pelueHus nabo-
pPaTOPHO-ANArHOCTUYECKUX 33fay, UMMYyHOpepMeEHTHbIE
TEXHONOMUU OblAV YCMEWHO B3ATbl HA BOOPYXKEHME SHTY-
3nacTaMu-naTtodpusnonoramu, Yto No3BOJINIO MOC/E Ceprm
3KCNEePUMEHTOB 6e30WMO0YHO HANTU Ba)KHENLLME TOYKM
npunoxeHus s3¢dektoB KAPT — runoTtanammyeckne agpa
(myroobpasHoe sapo, NapaBeHTPUKYIAPHOE AAPO, Cynpa-
ONTUYeCKoe AfP0), A4Pa CTBOMA MO3ra (A4p0 OAUHOYHOIO
TpaKTa, natepanbHoe napabpaxuanbHoe AApPO, HUKHee
ALPO ONMBLI, AAPO LIBA) Y ME30IMMOUYECKM fodaMmHep-
TMYECKMI NYTb BEHTPANIbHOW TerMeHTanlbHOM 0bnlacTu cpes-
Hero mos3ra. o pesynbratam NLP-aHanu3a skcnpeccum KAPT
y NabopaTopHbIX MbiLe Obina NokKasaHa ero nenTrH-3aBu-
CcuMasi nocpegHunyeckasa ponb B paboTe ¢GpyHKLMOHANbHOM
CUCTEMbI 3HepreTMYyeckoro romeoctasa [8]; Kpome TOro,
0coboro BHMMaHWA 3acnyusaet rnobanbHas ponb KAPT
B popMMpOBaHMM UYyBCTBA YAOBOJILCTBUSA U MOJIOKMTENb-
HbIX SMOLUI 33 YCMELLHO BbINOSIHEHHOE ieNCcTBME/peLLeHre
B paMKax CUCTeMbl BO3Harpa<geHus mosra [9].

BbilweyKasaHHbI cnekTp $Gr3MoNnornyeckoro AencTems
KAPT Obll goKasaH 3KCMepMMEHTasIbHO: TaK, B OOHOM
U3 NCCNIelOBaHNI CPAaBHMBANMCh YPOBEHb BbipaboTky KAPT
n skcnpeccum MPHK KAPT mexay ctagHbiMK (KOHTPOJIbHasA
rpynmna) v M30/nMpPoBaHHbIMY (ONbITHaA rpyrnna) ocobsmu na-
60paTOPHBIX MbILLER; MO pe3yNbTaTaM SKCNePUMEHTa YPo-
BeHb KAPT y coLmanbHO akTMBHbIX MblLLel OAHO3HAYHO Obin
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BbllLe, YeM Y OAUHOYEK 1 «ayTcanaepoB» B bopbbe 3a »Kus-
HeHHble «bnara» [10]. Takoe OTKPbITYE MOXET MOCIYXMWTb
MHOrOO06€eLLaLLMM CTUMYIOM K pa3paboTke 1 BHeApPeHMo
HOBbIX FPYMMN 1 HOBbIX MOKONIEHUN Y>Ke CyLLeCTBYIOLW X NCK-
xohapMaKoIormMyecknx CpeaCTB As L C PacCTPONCTBaMu
ayTUCTNYECKOro 1 AUCTMMMYECKOTO CNeKTpa.

K orpoMHOMY COXaneHuto, B pOCCUNCKOM MeULMHCKOM
coobLlecTBe, gaxke Ha GOHe aNNAEMUONIOTMUYECKMX BbI30OBOB
1 aKTUBHOW pa3paboTkn GpepepasnbHbIX NPorpamm no 6opb-
6e C XPOHUYECKNMN HENHOEKLMOHHBIMI 3a60NieBaHUsAMU,
3HauMMocCTb n3yyeHua KAPT go cux nop HegooueHMBaeTcA.
B poccuinckon HayuyHom nutepatype MMelTCcA eQuHUYHbIe
paboTbl, B KOTOPbIX YNOMUHAaOTCA 6uonoruyeckre 3dodek-
Tol KAPT [11, 12]. Onpenenntb NpUYMHY HU3KOrO YPOBHA
3aMHTEPECOBAHHOCTY POCCUICKOTO HayyHOro coobuiectsa
JaHHOM npobnemoli HenpocTo. MoXHO NvWb Npeanosno-
XWUTb, YTO OMNpPeAENEHHYIO POfb MOTYT UrpaTb CTEPEeoTUMbI,
OCHOBaHHbIE Ha C/IOXKMBLUENCA CTUrMaTU3aLMM Ha3BaHUA.
VcToprueckun neprof nHtepeca B 3anagHbix CTpaHax, uUs-
BECTHbIX NubepanbHbIM OTHOLIEHUSAM K TaK Ha3blBaEMbIM
«JIerKMM» HapKOTMYECKMM BeLlecTBam (MapuxyaHa, rawmi),
HeyAauyHOo COBMan C nepexogHbiM neprogom Poccmm B nepu-
oA 1990-X rT., KOTOPbIN O3HAMEHOBANCA BbICOKMM YPOBHEM
aKTUBHOCTU HapKoTpaduka m3 AdraHuctaHa, nonynsipHo-
CTbIO P3NB-KYNbTYpPbI, 3510yNoTPe6eHnem «KnyOHbIMU Hap-
KOTUKaMM», «3KCTa3n». [locneacTBmnaA Takom CTurmatmsaumnm
[0 CUX MOp OCTalTCA aKTyanbHbiMM B Poccuu, HecmoTpsA
Ha NPOBO3r/allaemMbll OTKPbITbI KOHTYP B3aUMOAENCTBUA
HaLLMX YYEHbIX C 3anagHbIMK KOJieramu.

Mepnog koHua 2010-x — Hauana 2020-x rr. HaBcerga
BOLIES B UCTOPUIO MeANLMHBI MOA 3HAKOM JOKa3aTeslbHOW
MEAVLMHDBI, ABMAIOWENCA OeTULLeM «NobefuTens LUHImM»
k. Jinvpa (1716-1794) n A. KoxperHa (1909-1988), n ycnen
CTaTb Hanbonee NPOAYKTUBHBIM MO KOMNYECTBY MEXAYHa-
pOaHbIX HayuHbIXx nybnukaumin no KAPT. HoBble cBepeHus
0 6uonormyecknx apdekTax JaHHOrO HEMPOTPAHCMUTTEPA
MoABMANCb BO MHOIOM Griarofaps BHePEHWIO TEXHONIOTMA
NGS-ceKBeHMPOBaHUA N reHHOW UHXeHepuu. B yacTHoCTy,
PEBONIOLMOHHbIE NCCNEfOBaHNA NO CEKBEHUPOBAHUIO re-
HOMa HarnAagHo NnpogemoHcTpupoBanu posb KAPT Kak Knto-
YeBOro HerpomeanaTopa, peannsyoLwwero B3auMoagencTene
MeXAYy KuWeyHon mukpobuotol n ctpyktypamu LIHC no-
CpPenCcTBOM HEMPOHOB GMyXAalolero HepBa — akTVBHOTO
yyacTHUKa perynaumm nuwesoro nosegeHus [13].

B deBpane 2020 r. B xxypHane Cell Report 6bina ony6nu-
KOBaHa CTaTbfl, KOTOpas Mno3Bonuia 6osiee NpuUCTanbHO
oueHuTb pusmnonoruyeckre acnekTol KAPT Kak BaxHewLle-
ro HeMpPOTPaHCMUTTEPA B PerynaumMn YyBCTBa HacCbIWEeHMA
Yy MJIEKOMUTAOLWMX, B YaCTHOCTM Y NabOPaTOPHBIX MbILLEN.
JKCneprMeHTaNbHbIM MyTeM OblsI0 MOKa3aHo, YTO CTemneHb
akcnpeccun KAPT npsmo nponopuroHasnibHa o6bemy no-
TPeb6/AemMoll OPraHM3MOM MULLU Y >KMBbIX OPraHU3MOB.
Bb1s10 BbIAABMIEHO, UTO Y rPybl 1ab0paTOPHbIX MbLLEl, KOTO-
pbim KAPT MHbeKUMOHHO BBOAUNV U3BHE B MPOEKLMIO Afpa
ogunHouyHoro nyTu (nucleus tractus solitarius, BaXHOro ueH-
Tpa 6nyXAaloLero HepBa), 3HAUNTENbHO CHMKANCA 00beMm
notpe6naemont nuwn. O6pPaTHbIN, OPEeKCUreHHbIN SbpeKT
Habniopanca npy AecTpykumMm HEMPOHOB BblLLEHA3BAHHOMO
HepBa nnu Npu BbikNoyeHnm reHa CARTPT. Pe3ynbraTbl 3THX
NCCNefoBaHUN ABMAIOTCA HAfEXKHOW HayyHOW 6a3ol ans
pa3paboTKy reHHO-UHXEHEPHbIX MNPEnapaToB fleueHns na-
LIMEHTOB C OXKMpPEHVEM B Hepanekom byayuiem [14].
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PEOAKLIMOHHAA CTATbA

Kak n3BeCTHO, BaXHeuWwuMm FOPMOHOM B perynaumm
YrNeBOAHOro OOMeHa ABNAETCA UHCYWH, NpenapaTbl KOTo-
poro BBOAATCA B OpraHM3m nepudepuyeckrm nytem npu
Tepanuu caxapHoro ArabeTa. BBeeHre UHCYNMHa Ha nepu-
deprn CONPOBOXKAAETCA He TONMbKO TUMOMUKEMUYECKNM,
HO 1 aHabonunuyeckum 3¢ddekTom, — T.e. HABOPOM MaccChl
Tena. B 1981 r. yyeHbIM yaanocb sKcnepuMeHTasnbHbIM Mny-
Tem onpoboBaTb MHOW NyTb BBEAEHWUS VMHCYNMHA — LiEH-
TpanbHbIA (BHYTPMMO3roBor). B gaHHOM cnyyae WMHCYNUH,
BBOAVMbIA MHTPABEHTPUKYAPHO B »eny[ouKM roJIOBHOrO
Mo3ra obe3bsHam-6abynHam, cHuKan obbem noTpebnse-
MOV XUBOTHBIMU MUK, B 2021 r. AAHHbIN SKCNEPUMEHT Obli
BbIMOMHEH C 334eMCTBOBaHNEM APYIMX MO3rOBbIX CTPYKTYP
nabopaTopHbIX Mblllen (gyroobpasHoe sApo rvnoTtanamy-
Ca), YTO COMpPOBOXAanocb MofAaBsieHNEM BblpabOTKU ary-
Tu-nogobHoro 6enka n Herponentuga Y, OTBETCTBEHHbIX
3a yBenuuyeHme obbema Xnposow TKaHu. OJHOMOMEHTHO
C 3TUM MHCYNUH nosbiwan skcnpeccuio KAPT n NMOMK, yto
NMPUBOAMIIO K CH/XXEHMIO KONMYeCTBa NoTpebnsaemon nuwm
1 maccbl Tena [15, 16].

Hapsgy c aHopekcureHHbim 3¢dpekTom BBefeHre KAPT
nabopaTopHbIM MbillaM in Vivo NpoAeMOHCTPUPOBANIO ellle
N HeMpOnpoOTEKTUBHOE [denCTBMe AAHHOro Henpomeama-
TOpa, YTO ObUIO NMOATBEPXKAEHO pPe3yNbTaTamyl SEKTPOH-
HOW MMKPOCKONUU GUONTATOB FrOSIOBHOIrO Mo3ra. Y ocoben
SKCMepPUMEHTaNIbHOWM TFpynmnbl, NOABEPrWNXCA TUMOKCUYe-
CKU-TUNOTMIMKEMUYECKOMY HEMPOHANIbHOMY MOBPEXAEHUIO,
nocne BBeaeHuss KAPT 6blflo BbIIBIEHO CTAaTUCTUYECKMU
3HauMMOe yBeNIYeHMe KOonmyecTBa NpecrHanTUYeCcKnx
BE3UKyJI, YTOJLIEHME MOCTCMHAMNTUYECKOrO YMIOTHEHUS,
noBbieHne ypoBHA sKkcnpeccnn LAM®-3aBUCMMOro TpaHc-
KpunuroHHoro ¢aktopa (CREB) 1 gaxe cHU»XeHWe sKcnpec-
cumn $akTopoB 0bpasoBaHMA B-amunonga. BHewHe nopo6-
Hble apTedaKkTbl NPOABAANNCL 6osiee ObICTPLIM NEePUOAOM
BOCCTAHOBJIEHUA ABUraTeNbHOM aKTUBHOCTU Y MbIWEN, KO-
TOPbIM MOCJIE MOBPEXAEHUA HEPBHbIX CTPYKTYP BBOAMIICA
KAPT. B HacToALLee BpemsA U3y4aeTcA BO3MOXHOCTb NCMOSb-
30BaHuA KAPT c neuebHO-peabunutauioHHONM Lenblo (Boc-
CTaHOBNEHME U peabunnTauma nocsie oCTPOro HapyLlleHus
MO3rOBOr0 KpPOBOOOpPaALLEeHUs, YepPErnHO-MO3rOBbIX TPaBM
n ap.) [17-19]. YuntbiBas COBpeEMEHHbIe TeHAEHUMN K pac-
NPOCTPaHeHN0 HeMHMEKUMOHHBIX (B YAaCTHOCTW, ceppeuy-
HO-COCYANCTbIX) 3aboneBaHui, HeOH6xoOANMO PACCMOTPETb
Bonpoc 3¢dekTmBHOCTM NpumeHeHus KAPT B KauectBe
abIOBAaHTHOW Tepanuu NayueHToB C BbICOKMM U OYEHb Bbl-
COKUM CepaeyHO-COCYAMCTbIM PUCKOM Ha GpOHE OXUPeHUs
N AUCINNNAEMAN.

OpHoM 13 BaXXHENLWNX BEX B KOPOTKOM 1 HACbILLEHHOMN
uctopuu usydyenus KAPT ctano otkpbitue B 2020 r. ero cob-
CTBEHHOTO cneunduyecKkoro peLenTopa — peLenTopa, co-
npsixkeHHoro ¢ G-6enkom 160 (GPR160). DKkcneprMeHTanb-
HbIM MyTeM Ha MpuMepe NIabopPaTOPHbIX XKMBOTHBIX OTPAAa
rPbI3yHOB foKa3aHa crnocobHocTb KAPT B KauecTBe niraHaa
coeaunHATbeA ¢ peuentopamm GPR160 Tanamyca v runotana-
Myca, OKa3blBasi MHOFOBEKTOPHOE AeNCTBUE Ha LieHTpasb-
HYI0 HEPBHYIO CUCTEMY, @ UMEHHO — MOAYNALMIO Houuuen-
uvn (nepegavy 6011eBOro cMrHana no adpepeHTHbIM NyTAM),
nofasJieHVe anneTuTa n xaxgbl. PesynbTtatbl 3TUX nccnego-
BaHUI ABNAITCA YpPe3BblYaNHO NEPCNEeKTUBHLIMU C TOYKN
3peHuns pa3paboTKu HOBbIX GAPMAKOMNOIMYECKNX areHToB
ONA NeyeHna pasnnyHbIX NaToNoOrnin, HaNnpruMep CMHAPOMa
XPOHUYECKOW 6011, oXKupeHns u T.4. [20].
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EDITORIAL

3AKNIOYEHUE

HecmoTtps Ha Te 06CTOATENBCTBA, UTO CO AHA OTKPbITUA
KAPT npoLuno 6onee yeTBepTM BEKA U OH HE3ACSTYXKEHHO eLlle
OCTaeTCs «B TEHMW», €r0 3Be34HbI Yac — BOMNPOC bnmxaniiero
BpemeHu. Pa3BuTume Tak Ha3blBaeMbIX OMUKCHbIX TEXHONOMMIA
(COBOKYNMHOCTb FE€HOMHbBIX, MPOTEOMHbIX U METabONOMHbIX
NaTTepHOB) MO3BOJIUT 32 KOPOTKME CPOKM HaBepcTaTb ymny-
LLeHHOE AN pelleHnsa KapayHanbHbIX npobnem B cdhepe 06-
LLEeCTBEHHOIO 310POBbA 1 GyHAAMEHTANIbHOW HAYKMU.
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OYHAAMEHTAJIbHbIE UCCNEAOBAHUA N UX KTUHUYECKUE NEPCNEKTUBDI

© C.X. Dpuctasu*, H.M. lNMnatoHoBa, E.A. TpowurHa

HaunoHanbHbIN MegNLMHCKUI NCCie[oBaTeIbCKM LeHTP SHAOKpUHonorum, Mocksa, Poccua

MepBuYHbIA rMnepanbaoctepoHnsm (MMFA) — camas Yactaa popma SHAOKPUHHON runepTeH3nn. MNpuUrHoON pa3BUTUA AaH-
HOrO COCTOAHUA A0 HEAABHErO BPEMEHWN CYMTANOCh HalMumMe reHeTUYeCKux MyTaL i, OQHAKO MHOXECTBO UCCNeAoBaHUi
Oeknapupyer, uto 3aboneBaHne MOXET ObITb NOIMSTMONOTMYHO, CeACTBMEM Kak reHeTUYeCKUX MyTaL Wi, Tak 1 ay TOUMMYH-
HbIX TPUITEPOB N KIIETOUHbIX KNacTePOB anbAoCTEPOH-NPOAYLMPYIOLWMX KNeToK, AnddY3HO pacnosioXKeHHbIX B Hagnoveu-
HUKe, 1 B KNyOOUKOBOW, 1 B MyYKOBOW 30HaX, @ TakXe HeNoCcpeACTBEHHO NoJ Kancynon HagnoyeyHrka. B HegasHee Bpems
6b110 ONMcaHo AeNCTBYE ayToOaHTUTEN K peLenTopam 1-ro Tmna aHrnoTeH3uHa |l y naumMeHToB C OTTOpXKEeHUEM NoYeyYHOro
TpaHcnnaHTaTa, Npy npeaknamncum n npu MNrA. JnarHoctuyeckas ponb aHTMTeN npu 06enx popmax MNrA (anbaoctepoH-npo-
ayumpyiollen ageHome U IBYyCTOPOHHEM rnnepanbhocTepoHm3me) TpebyeT yTouHeHus. [lnarHocTnka 1 noatsepxaeHuve
ouara runepceKkpeunm anbfocTepoHa — MHOro3TanHaa npoueaypa, Tpebyiolan ANUTeNbHbIX BPEMEHHbBIX 1 SKOHOMUYe-
CKUX 3aTpaT. AKTyallbHOCTb CBOEBPEMEHHOW AnarHocTuKM MNITA 3aknioyaeTca B CHUXKEHUNM MefMKO-COUManbHbIX NoTepb.
B maHHoOl paboTe CyMMMPOBaHbI 3HaHWA O FrEHETUYECKUX MYyTaLMAX 1 NpeacTaBeHbl BCe OPUrHalbHble NCCNEeA0BaHNS,
nocBALLeHHble ayToaHTUTenam npwu MNIA, a Takxke 06CyXAeHbl AnarHOCTUYeCKME BO3MOXXHOCTU 1 OFPaHNYeHUA NMELLXCA
METOLOB NePBUYHON U AnddepeHLmanbHON AnarHoCcTiKM 3aboneBaHnsA 1 NepCnekTBbI Tepanmu.

KJTIOYEBBIE CJIOBA: nepsuyHblIli 2unepanb00cmepoHU3M; 2unepmeH3us; aymoanmumena; AT1-peyenmopel, aHauomeH3uH Il; anedocmepoH;
anb00cmepoH-npodyyupyousas adeHomd; 08yCmMopOHHUL 2unepanb0CMepOHU3M.

IMMUNOGENETICS OF PRIMARY HYPERALDOSTERONISM: FUNDAMENTAL STUDIES
AND THEIR CLINICAL PROSPECTS

© Saida K. Eristavi*, Nadezhda M. Platonova, Ekaterina A. Troshina

Endocrinology Research Centre, Moscow, Russia

Primary hyperaldosteronism (PHA) is the most common form of endocrine hypertension. Until recently, the reason for the de-
velopment of this condition was believed to be the presence of genetic mutations, however, many studies declare that the dis-
ease can be polyetiologic, be the result of genetic mutations and autoimmune triggers or cell clusters of aldosterone-producing
cells diffusely located in the adrenal gland at the zona glonerulosa, zona fasculata, zona reticularis, as well as directly under
the adrenal capsule. Recently, the actions of autoantibodies to type 1 angiotensin Il receptors have been described in patients
with renal transplant rejection, with preeclampsia, and with primary hyperaldosteronism. The diagnostic role of antibodies in
both forms of PHA (aldosterone-producing adenoma and bilateral hyperaldosteronism) requires clarification. Diagnosis and
confirmation of the focus of aldosterone hypersecretion is a multi-stage procedure that requires a long time and economic
costs. The relevance of timely diagnosis of primary hyperaldosteronism is to reduce medical and social losses.

This work summarizes the knowledge about genetic mutations and presents all the original studies devoted to autoantibod-
iesin PHA, as well as discusses the diagnostic capabilities and limitations of the available methods of primary and differential
diagnosis of the disease and the prospects for therapy.

KEYWORDS: primary hyperaldosteronism; hypertension; autoantibodies; AT1-receptors; angiotensin Il; aldosterone; aldosterone producing ad-
enoma; bilateral adrenal hyperplasia.

ApTepuranbHasa runepTeH3nsa — pacnpocTpaHeHHoe Co-
CcToAHNe, BCTpeyvaeTca y 20% HaceneHua B pa3BUTbIX CTpa-
Hax [1], BbIAenAT NepBUYHYIO (UM 3CCEHUMANbHYIO) rMnep-
TOHUIO, KOTOPasA XapaKTepHa ANA MePBUYHbIX MOPaXKeHWN
CepaAeYHO-COCYAUCTON CUCTEMbI, U BTOPUYHYIO, MPU KOTO-
PO NoparkalTCA opraHbl, yyacTByloLMe B CUCTEME peryns-
U1K apTepranbHOro AaBneHus.

Haunbonee yactas npuynHa BTOPUYHOW MMNEPTOHUN —
3TO nepBUYHbIA runepanbgoctepoHusm (MTA). MrA Bctpe-
yaetca B 5-10% cnyyaeB y NauneHToB C rMNepTOHNYECKON
6one3Hblo 1 B 20% cnydyaeB y NALMEHTOB C rMNepTeH3NeNn,
pe3ncTeHTHOW K Tepanuu [2, 3].

© Endocrinology Research Centre, 2022
Mpo6nembl s3HAOKpUHONOrnn 2022;68(2):9-15

INr'A BrniepBbie 6bin onucaH B 1955 r. xkepemu KoHHoM [4].

MrA xapakTeprdyeTcs U3ObITOYHON CeKpeuuen anb-
[oCTepOHAa. ANbAOCTEPOH — MUHEPANOKOPTUKOUAHDIN
FOPMOH, KOTOpPbIN perynupyeT KpoBAHOE [aBneHune, BO3-
[eCcTBysl Ha BOJHO-HATpPMEBbIN GanaHC. ANbJOCTEPOH ce-
KpeTupyeTca B KJyOOUKOBOW 30HE KOpPbl HAAMOYEUYHVKOB
nog BNVAHUEM ABYX [MaBHbIX CTUMYNATOPOB: aHMMOTEH3M-
Ha Il n kanua [5]. AHrnoTeH3uH Il cBA3bIBaeTCA C pelenTopa-
M1 1-ro Tna aHrnmoTeHsuHa |l Ha membpaHe KNeTKn, KoTo-
pble pacnonoxeHbl B TpodobnacTtax, rmagkon myckynatype
N SHOOTENNN COCYLOB, @ TaKXKe B 3KCTParjiomepynsapHbIX
Me3araHrnmax B noykax [6]. lanee nponcxoaut akTMeayma
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docdonmnasbl C, KOTOpaa aKTUBMpPYeTCA CybbeanHuLamm
Grlq 7 GBv G-6enka, MPOUCXOAUT KacKaj peaKkuun, B pe-
3yNibTaTe KOTOPbIX MeMOpaHbl KETOK AeNOosapu3yoTcs, OT-
KpbIBAOTCA KasbLMeBble KaHasbl U KanbUWiA akTUBHO MoO-
CTynaeT B KNeTKu. [oBblleHne BHYTPUKIIETOYHOIO KabLus
BNUAET Ha aKkcnpeccuto reHa CYPT1B2 (anbpoCTepOHCUHTE-

Ta3a) U CUHTE3 anbAoCcTepoHa [6].

3TUNOJNIONMYECKUE NPUYNHDbI PA3BUTUA
NEPBUYHOIO FTMNEPAZIbAOCTEPOHU3MA

MN36biTouHan cekpeuna anbAOCTEePOHA MOXeT ObiTb
Bbi3BaHa rePMMHANIbHBIMU W COMATMYECKMMM MyTauus-
MW FeHOB, KOAUPYIOLMX MOHHbIE KaHasbl B KIyOOUKOBOM
30HEe KOpPbl HAAMOYEYHMKOB, BEAYLUMX K Pa3BUTUIO KaK of-
HOCTOPOHHErO M [BYCTOPOHHErO runepanbaoCcTepoHmn3mMa
B pamKax cemenHbIx ¢opM, TaK 1 K Pas3BUTUIO aNibfocTe-
pPOH-NpoAyLMpYyoLWmMX Knactepos [7-9), a Takxe nog Bnua-
HUEM MMYHOTFeHeTUYEeCKNX TpUrrepos [2]. B gaHHoOM cTaTbe
Mbl XOTMM OOCYAWUTb MATOreHETMYECKYI0 U KIIMHUYECKYIo
ponb ayToaHTUTen K peuentopam 1 Tvna anbgocTepoHa 2,
a TakXe CYMMMPOBaTb 3HaHMA O FEeHETUYECKUX MyTaLumax
1 BO3MOXHbIX NOAXOAAX K AUArHOCTUKe 1 Tepanuu.

FeHeTNUYecKkmne MyTauunm

MpwnumnHbl passutna MNMA go cux Nop M3yyatoTca, OgHaKo
y»Ke JaBHO U3BECTHO, YTO MaBEHCTBYIOLLYIO MaToreHeTuye-
CKYI0 POfb MEIOT reHeTMYeCcKmne MyTaun MOHHbIX KaHanoB,
KOTOpble NPUBOAAT K YBEIMYEHNIO KOHLIEHTPALNN BHYTPU-
KNEeTOYHOrOo KanbLus 1 rMnepcekpeL M anbfoCcTepoHa.

CumnTaetcs, uto B 6onee yem 50% cryyaeB NPUUNHON Of-
HocTopoHHero [MA ABnAeTcA comaTnyeckasa MmyTaLma reHos,
KOAMPYIOLLMX MOHHbIE KaHaJslbl, yYaCcTBYIOLME B PEHNH-aHI -
OTEeH3UH-aNbaoCcTepoHoBoOM cucteme [10].

OcHoBHble MyTauuu npu ogHoctopoHHem [TA: KCNJ5,
CACNAI1D, ATP1A1, ATP2B3.

Bce myTauum BefyT K M36bITOYHOWN CEKpeLMU anbhocTe-
POHa, ANINTENBbHON CTUMYNALNK KIyOGOUYKOBOW 30HbI KOPbI
HafMOYEeYHNKOB M Pa3BUTUIO FUNEpPnSasuKn, a Bnocieg-
CTBUM — afieHOMbI HafiMOYeYHMKa.

MyTauua reHa KCNJ5 BcTpeuaetca y 38% naumeHTOB
¢ ogHocTtopoHHuMm TMTA [11], npnBOAUT K NoTepe cenekTmB-
HocTK K-kaHana v n36bbIToyHOMy nocTynneHunto noHos Na
B KJIETKM, Aenonapu3aunm memopaHbl, OTKPbITUIO KanbLuue-
BbIX KaHanos, ctumynaumm CYP11B2 u, kak cnepcreue, ns-
ObITOYHOW CEKPEL MM aJIbIOCTEPOHA.

[daHHaa myTauua valle BCTpeyvaeTca y foden asnaTckom
pachbl, MONTOABIX >KEHLLMH U XapaKTePU3YeTCA HU3KUM COfepKa-
HEM Kanns B KPOBY 1 60MbLIMMU pa3mepamu ageHombl [12].

Bropaa no pacnpocTpaHeHHOCTM MyTauua reHa
CACNA1D xapakTepusyeTcsi HapylleHMemMm paboTbl MOTeH-
LMan3aBUCMMbIX KalbLMEBBIX KaHANOB, KOTOpble pearu-
pylOT Ha Aenonapu3auuio MemObpaHbl, OQHAKO B CJiydyae
JAHHOM MyTauuu 3Ta CBA3b HapyllaeTcA U KajblueBble
KaHasbl MPONYCKaloT KanbLUnil BHYTPb KNETKN NOCTOAHHO,
yto BegeT K ctumynauuu CYPT1B2 1 n3bbITOYHON ceKpeLuu
anbaocTepoHa.

Takxe BcTpevatoTca mytaumn reHos ATPT1AT n ATP2B3,
kotopble kogupytoT Na**/K+-AT®-asy n Ca**-AT®-asy co-
OTBeTCTBEeHHO. [1py nepBon NpoMCXopAT Aenonapusauma
MeMOpaHbl, OTKPbITE MOTEHUWAN3aBUCUMbIX KasibLMEBbIX
KaHanos, ctumynauma CYP11B2 n n3bbiTouHas cekpeuus
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anbgoctepoHa. lpyn BTOpOW HapyllaeTcAa CenekTUBHOCTb
KanbLueBbIX KaHanos [13].

Takxe 6bIIM MAEHTMOULMPOBaHDBI TPAHCKPUMTBI, KOAU-
pytowue apyrve GepmeHTbl, yyacTaylowme B metabonmsme
cTepongos, a umeHHo HSD3B2 (kogupyrownii 3-B-rugpok-
cnctepoupperngporenasy Il Tnna) n CYP21 (kogupytowmn
21-rngpokcunasy). MNocnegHnii reH Takxe Obln CBEPXIKC-
NpeccupoBaH B aNbJOCTEPOH-MPOAYLIMPYIOLWKX afeHOMaXx
B MocsiefoBaTeNibHOM aHanuse skcnpeccun reHoB (SAGE)
N NOATBEP)KAEH CeKBeHMpoBaHMeM metogom ISH (in situ
hybridization).

leH peuenTopa, CBA3aHHbIN C G-6enkom, peLenTop ce-
poToHMHa 4 (peuenTop ruagpokcuTpuntammHa 4, HTRA4),
KOTOpbIA CTUMYNPYET BbICBOOOXKAEHME LMKINYECKOTO
apeHo3nHMOHodochaTa B OTBET Ha CEPOTOHVH, Obin NAEH-
TMPMUMPOBAH Npu anbgoctepome. AbGeppaHTHas SKcnpec-
CMA PeLenTopoB, CBs3aHHbIX ¢ G-6enikoMm, Takux Kak HTR4,
cpenm npoyero, 6bla NPeasioKeHa B KauecTse npeanona-
raemMoro mexaHv3ma feperynaumm npopykumm cCTepougos
npu anbgocTepome.

Mpu cemeiHbix dpopmax MIA oTMeueHbl cnegyiolie my-
Tauum: Npy NepBOM TMe NPONCXOANT HEPABHBIN KPOCCHHIO-
Bep mexgy CYP11B1 (kogupyeT 11B-rngpokcunasy) n CYP11B
(kogmpyeT crHTe3 anbJoCTepOHa) Ha Xpomocome 8g24, uTo
BeJET K [JIIOKOKOPTUKOUA3AaBNCMMOMY  anbOoCTEPOHU3-
My [14]. Bropow Tmn cemeriHoro NMMA accouumnpoBaH ¢ MyTaLm-
el reHa CLCN2. O6a Tvina NposABAAOTCA Kak OHOCTOPOHHUM,
TakK M OBYCTOPOHHMM runepanbgoctepoHmsmom [15]. Mpwu
06enx Bapuauusax 3-ro TUna BbisiBfieHa MyTauus B reHe GIRK4
(kopnpyemom KCNJ5), uTo NpUBOAUT K HN3KOWM KOHLIEHTpaLum
Kanvs BHYTPU KNETKU, N3ObITOYHOMY MOCTYMIIEHUIO HATPWS,
Jenonspusaumm memopaHbl U runepcekpennn anbaocTepo-
Ha No yKa3aHHOMY BbiLle NyTu. Yalle BCero AaHHbIN TUM Npo-
ABNAETCA ABYCTOPOHHUM runepanboCTePOHN3MOM, OJHAKO
KINMHUYeCKne NposBieHnsa obenx Bapvauuin 3 Tina pasnu-
yatoTca, TN A NPoABNAETCA HOBEHW/IbHBIM TAXKENbIM rune-
panbgoCTePOHN3MOM, TUM b — MArknM TeueHnem runepanb-
poctepoHmsma [10, 15]1. MNMpwu 4-m Tine onpepeneHa MyTauma
CACNATH, mopdonornyecky nposBnaeTcs Kak OfHOCTOPOH-
Hel, Tak U [ABYCTOPOHHEN runepnnasven HaanoyYeyHNKOB,
IOBEHWIbHBIM TAXKEMbIM TUNepasnbAOCTEPOHN3MOM U Hapy-
LeHneM YMCTBEHHOro pa3BuTnaA [15]. MATbIn TMN accoummpo-
BaH ¢ myTaumenn CACNATD, mopdonornyeckn HafnoYeyHuKm
OCTalTCA HEV3MEHHBIMY, OiHAKO NPOABNAETCA IOBEHWUIIbHbBIM
MNrA, cynoporamu 1 HeBpONOrMYeCKMMm OCiIoXXHeHnAMK. [ise
nocnegHne myTaumun NPOABAAIOTCA HapYyLIEHNEeM CEeNeKTUB-
HOCTM KaNbLMeBbIX KaHanos [15].

Knactepbl anbpoctepoHNpoAyLMpyOLWNX KNeToK

Kak 6b110 cka3aHo BbliLLe, afibOCTEPOH NpoayLMpyeTca
B K/IyOOUKOBOI 30HE KOPbl HAAMOYEYHUKOB, 1 TOUKa Npu-
NOXXEHNA BbllUEeNepeYnNCNeHHbIX MyTauuii, COOTBETCTBEH-
HO, TOXe HaxofmTcA B Knyboukosow 3oHe. OgHako B 2010 T.
6bII OMKCaHbl KNAacTepbl anbAOCTEPOHMNPOAYLIMPYIOLLMX
Knetok, Anddy3HO pPaCnoNOKEHHbIX B HAAMOYEYHUKE,
1 B KIy6OUKOBOW 1 B MYYKOBOW 30HaX, a TakXe Henocpep-
CTBEHHO MOA Karncynon HagnoyeyHuka [7, 8]. Vix konmyectso
YBENMUYMBAETCA C BO3PACTOM, OHM NTOKAnNuU3ylTca B 060mx
Hagnoye4yHnKax. BepoAaTHO, AaHHble Knactepbl ABMAAIOTCA
npeaLwecTBEHHNKAaMM anbAoCTEPOM, Tak Kak 06e HO30J10rK
accoummpoBaHbl € ogHUMK MyTauuamun (B reHax CACNATD,
ATP1A1 n ATP2B3) [9].
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AyToaHTUTena K peuentopam 1-ro Tuna aHrnoreHsuHa ll

B nocnegHue rogbl nosAensieTcA Bce 6osblue AAHHbBIX
O NOTEeHUWanbHOM BAUAHUN ayTOMMMYHHbIX TPUITEpOB
Ha peuenTopbl 1-ro TMNa K aHrMoTeH3uHy ll, Kotopble cTu-
MYNUPYIOT CEKPEeLUIo anbAoCTEPOHA NO YKa3aHHOMY BbllLe
nyT NPy OBHOCTOPOHHEM 1 ABYcTOpoHHem [MA [2, 3, 4,
16-18]. OgHako BBMAY HEGOMBILIOTO KONMYECTBA KIVHU-
YeCKnX NCCrefoBaHUN, NPOBEAEHHbIX B JAaHHON ob6nacTty,
onpegeneHve aHtuten K AT1-peuentopam A0 CMX nNop
He BOWJIO B PYTMHHYIO NPaKTuKy. Lmpkynnpytowme aHTuK-
Tena K peuentopam 1-ro Tuna aHrnoteHsuHa |l Bnepsbie
6blIM onpefesnieHbl B nia3me Kposu nauueHTos ¢ MIA yue-
HbiMu 13 UTtanum G. Rossitto et al. imu 6bino BbiABAEHO,
yto Yy 92% naumeHToB C anbAOCTEPOHMPOAYLMPYIOWUMN
afleHomMaMu B 2 pa3a MOBbIWEH TUTP aHTUTEN B CbIBOPOT-
Ke KPOBW NO CPAaBHEHUIO C TUTPOM aHTUTEN Y NaL/eHTOB
¢ nanonatnyeckum MrA [2]. Bnocneacrteum 6bino aokasa-
HO, UTO aHTWTeNa K peuentopam 1-ro TMna aHrMoTeH3unHa ll
06/1ajalT aroHNCTUYECKUM OeNCTBUEM W CTUMYNIUPYIOT
CEeKpeuunio aNboCTepOoHa, a Takke 0b6nagatoT clabbim Ba-
30KOHCTPUKTOPHBbIM eNcTBUEM. TakxKe Obllo 3ameyeHo,
4YTO MPU HANMNYNN HU3KUX KOHLUEHTPaUUI anbhoCTepoHa
B CbIBOPOTKE aHTUTENa K peuentopam 1-ro Tmna aHruo-
TeH3uHa Il U3MeHsIT annocTepuyeckyo KoHourypauuio
peuenTopoB 1-ro TMna aHruoTeHsuHa ll, Tem cambim ynyu-
Wwan cBA3bIBaHUE U ycunuBasa IPPEeKT HU3KMX KOHLIEHTpa-
uum anbgocTtepoHa [17]. MNocnepytowee nccnegosaHue Y.
Li et al. npogemoHcTprpoBano npeobnagaHve aHTUTEN
y naumeHToB ¢ ABycTOpOoHHUM [TA no cpaBHeHuWIO € naum-
eHTamMu C anbgoctepomoin (75% npotue 46%). Mpeobna-
JaHve aHTUTen y nauyMeHToB ¢ ABYCTOPOHHMM [TTA npamo
npoTnBopeunT nccnegoraHuio G. Rossitto et al. [16]. Takume
BblpaXKeHHbIe Pa3numA B pe3yfbTaTax AaHHbIX MCCNefoBa-
HUIN 06 BACHAIOTCA TEM, UTO aBTOPbI UCMOJIb30BaIN PasHble
meTodbl nccnegosanua. G. Rossitto npumeHan mmmyHo-
bepmMeHTHbIV aHanu3 ana onpefeneHns YPOBHA aHTUTEN

Ta6nuua 1. Pe3ynbTaTbl McCnefoBaHmMi
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K AT1-peuenTtopam, Toraa Kak D. Kem u Y. Li Habnoganu
JKCMpeccnio anbAoCTepPOHa NyTeM CTUMYNAUUN KIETOK
KnyboUuKOBOW 30Hbl aHTUTeNnamu (T.e. MCMOJSIb3OBaNN VM-
MyHOrmncTtoxummyeckoe uccnegosatnue). T. Williams 06b-
ACHAET CTONb pa3Hble pe3ynbTaThl TeM, YTO y NauMeHTOB
C ABYCTOPOHHVM U OfHOCTOPOHHUM [TA pa3nuyHble de-
HOTWMbI YyBCTBUTENbHOCTN PELLENTOPOB K aHIMOTEH3VHY I,
a cnepoBaTenbHO, U K aHTuTenam [19]. K Tomy e naumeHTbl
¢ ABycTOpoHHUM [TA 60nee UyBCTBMTENbHbI K AENCTBUIIO
AHIMOTEH3MHA, a TaKXKe Y HUX onpegensioTca 6onee BbICO-
Kne rnokasaTenu anbfocTepoHa B MiasMe KPOBU B YTPEH-
Hee BpemMA B MONOXEHUM fiexa, yem y nauymeHTtos ¢ AlA
[20, 21].

A. Mottl et al. onucbiBaloT 5 pasnnUHbIX CTPYKTYPHbIX
Bapuaumin peuenTopoB 1-ro Tuna K aHrmoTeHsuny Il [22],
MOMVMO OCHOBHbIX GYHKLUIN, eCTb elle 1 apyrue GyHKUun
JaHHbIX PeLenTopoB, YTO MOATBEpP)KAAeT MX MNOIMMOp-
dunsm [23].

Pe3ynbTaThl cCTEMaATMYECKOrO 0630pa NMOKa3bIBaIOT, UTO
JOCTynHasA B HacTosALllee BpeMa nutepaTtypa CJINWKOM pas-
HOpOAHa, UToObl ienaTb 3HaUYMMble BbiBOAbI (Tabn. 1).

OueBrHO OAHO — LMPKYNALUA aHTUTEN K peLientopam
MOXeT [JINTENIbHO CTUMYJIMPOBATb KIETKU KIyOOUKOBOM
30HblI, B pe3ynbTaTe Yero NoBbILLAETCA PUCK Pa3BUTUA rMNep-
nponudepaTBHbIX COCTOAHWUIA U COMATUUYECKUX MyTaLuii,
KOTOpble BMOCNEACTBMM MOTYT CTaTb NMPUYUHOWN Pa3BUTUA
anbfocTepoHNpoayuupyowmnx ageHoMm. bbin uccnepoaH
ypOBeHb aHTUTeN K peuenTtopam 1-ro TMna aHrmoteHsmHa ll
y naumeHToB ¢ ogHocTtopoHHUM TA go n cnycTta 1 mec no-
cne agpeHansKToOMUK, 3HAYUTENBHOTO CHUMEHMWA YPOBHSA
aHTVTeN BbISIBNEHO He OblNo, YTO NMO3BOMSET YTBEPXKAATb,
YTO UCTOYHWK CEKPEeLUn aHTUTEN PaCrosioXKeH He B Haamno-
yeyHunKax [24].

NaHHas wvHbOpMaLMA MOXeT W3MeHWUTb B3rAfg
Ha natoreHe3 [[A, KoTopbin paHblle He paccmaTpu-
BaficA Kak ayToMMMmyHHoe 3aboneBaHwue. JlobonbiTHO,

3a6oneBanme KonunuectBo Mpeo6napgaHne aHTUTEN VcchenoBanme
nccnefgoBaHHbIX o6pasuoB K AT1-peuentopy (100%) A
MepBuYHbIN
rmnepanbhoCTEPOHN3M
AMA+UNA 13 31 D.Kem [13]
AMNA 26 92 G. Rossitto [7]
AMA 13 46 Y. Li[12]
MA 12 75 Y. Li[12]
AMNA 15 23 C.Sabbadin et al. [8]
MMA 29 34 C. Sabbadin [8]
25 100 G. Wallukat et al. [21]
16 100 T.Thway et al. [22]
5119 801 89 T. Walther et al. [23]
Mpesknamncusa 31 81 X.Yang et al. [24]
30 70 F. Herse et al. [25]
37 95 A. Siddiqui et al. [26]
58 48 S.Zhang et al. [27]
OTTOpPXKEHME NOYEYHOTO
Tpancrinaxara 16 100 D. Dragun [16]
1 3N10KayeCcTBeHHas
rmnepTeH3uns
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HO B SHOOKPVHONOTUUN 1 KapAVOoNOrnn YBEeNMYMBaAETCA KO-
NMYeCTBO ayTOUMMMYHHbIX 3ab0neBaHWi, MNPOABASIOLNX-
CA cekpeumen ayToaHTUTen K G-CBA3aHHbIM peLenTopam.
MN3BecTHbl Takve npumepsbl, Kak 6onesHb [peliBca, npwu
KOTOpPOW Habnofjaetca CTUMYNALUS aHTUTEN K peuenTo-
paM TUPEOTPOMHOro rOPMOHA, TaKXe B MaToreHese Au-
NaTauyuoHHON KapAMOMMOMATUM aHTUTeNa CTUMYNMPYIOT
[B1-appeHepruuyeckre peuenTopbl, U NPU Pas3nnYHbIX Gpop-
Max 3CCEeHUMANbHOWN rMnNepTOHNN NPOUNCXOANT CTUMYNALNA
al-appeHepruyecknx peuentopos [19]. Mpu aHanu3e nuTe-
paTypbl obpaliaeT Ha ceb6s BHUMaHMe TOT $aKT, YTo ayToaH-
TUTena K peuentopam 1-ro Tmna aHrmoteHsmHa ll onpegens-
I0TCA Yy ABYX FPYNMN HAaCENEHNA: y XEHLUUH C Npe3KnamMrncmen
M Yy NaLMEeHTOB C OTTOPXKEHMEM MOYEYHOro TpaHCMIaHTaTa
[20, 21, 25-30]. AHTUTENa NPeMYLLECTBEHHO NpeobnagaoT
y NaumMeHTOK C npesknamncuen, onpegensaoTtca B 18 Hep,
1 MX KONMYECTBO YBENMUYMBAETCA CO CPOKOM BEPEMEHHOCTH,
3HAUUTENBHO CHMXKAIOTCA NOCJIe POAOpa3pPeLleHms, HO NPOo-
JOMKalT LUMPKYNMpoBaTb B KPOBY BMIOTb A0 rofa nocne
popos [31]. OTMeuyeHo, YTO ypPOBEHb aHTUTEN U TAXKECTb Npe-
3KNamncum NpPsamMo Koppenupytot [32].

[laBHO K3BeCTHO, UTO aHTUTEeNa K peuenTopam
1-ro TMna aHrnoTteHsunHa |l onpegenAaTca N y naymeH-
TOB C MOYEYHbIMU anfoTpaHCnnaHTaHTamu. Mapkepom
BbICOKOIO pMCKa OTTOPXEHWA MOYEYHOro TpaHCMaHTa-
Ta ABnsetcA Hanuume aHtuTen K HLA (human leukocyte
antigens — yenoBeyecKomy NeMKOLMTapPHOMY aHTUTEHY),
ofHako B 2005 r. D. Dragun oTmMeTun OTTOpXXeHne TpaHC-
nnaHtatay 16 naumeHToB 6e3 aHTUTeN K HLA, HO C Hanuuun-
€M aHTUTeN K peuentopam 1-ro Tuna aHrmoTteHsmHa Il [25].
Mo3e 6bIIO AOKa3aHO, YTO aHTWTena K peLentopam
1-ro Tvna aHrnoTeH3nHa Il BbI3bIBAlOT OTTOP>KEHME NOoYey-
HOro TpaHCMaHTaTa, a UX TUTP MOXET KOppennpoBaTb
C PUCKOM OTTOPXKEHUA TPaHCMNaHTaTa B No3gHeM nocne-
onepaunoHHOM nepuroge [33, 34].

ANATHOCTUKA

HecmoTps Ha pasnuuma B 3Tronoruu, Bce ¢opmbl MrA
OMarHOCTMPYIOTCA NO OQHOMY CTaHAAPTY.

OTO MHOrOCTYyMeHYaTbili NPOLECC, KOTOPbIN A0 CUX NMop
BbI3bIBAET ONpefeneHHble TPYAHOCTH B HENMPOGUIIbHbIX Me-
OVUMHCKNX yuypexaeHusx [2, 35].

Cumntombl MIA Hecneundryeckne — 3To CTONKasA, pe-
3MCTEHTHaA K Tepanuu apTepuasnbHasa runepTeHsuna 1, npu
onpepenieHHbIx Gopmax, rMNnoKannemms, NpPoABAAIOLLAACA
HapyLWeHUAMU CepAeyYHOro puUTMa, OocrabrieHnem CKenet-
HbIX MbILLLL, @ TaKXKe HEBPONOrMYECKMMM HapyLLEHVAMN.

HecmoTpsa Ha TO yTO MMelLWmMeca MeToabl NHCTPYMEH-
TaIbHOM 1 NaboPaTOPHON AVMArHOCTVMKM OTJIMYHO CrpaB-
NATCA C NOCTaBNEHHbIMY 3aflayaMu, OHU UMEIOT ornpepje-
NEHHble HEJOCTATKM, TakMe Kak BblCOKas BapuabenbHOCTb
pe3ynbTaToB Ha NpeaHaNUTNYeCcKoM 3Tare (Ha 3Tane 3abopa
KPOBW), 3aBUCUMOCTb PEe3yNbTaTOB OT BHELIHUX YC/IOBUNA
(nekapcTBeHHbIX NpenapaToB, BO3pacTa, AneTbl nabopaTtop-
HbIX YCNOBUIA).

B HacTosee Bpems 30/10TbIM CTaHAapTom AnddepeH-
UManbHOM [OMArHOCTUKN ABMAETCA CPaBHUTENbHbIA  Ce-
NEKTUBHBIN 3a60p KPOBU 13 HAafMOYEUYHUKOBbIX BeH [35],
KOTOpPbIA, HECMOTPA Ha BCe NPENMYLLEeCTBa, COMPAXKEH
C onpefesieHHbIMY HefocTaTKamn — fAedpuumnT cneumanu-
CTOB, 00najaoLWMX TEXHVKOWN BbIMOAHEHUA MaHUMNYysLuK,
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060pYAOBaHHbIX  PEHTFEeHOMEPALMOHHBIX, [OPOroBU3Ha
NCCNefoBaHnA, PUCK Pa3BUTUA MHTPaA- U nocneonepauu-
OHHBIX OCNOXHEHUN N HeobXoAMMOCTb FOCMUTANM3ALUN
nayueHTa B cTauynoHap [36, 37]. HemHBa3nBHOW anbTepHa-
TUBOW NPOBEAEHNA CPABHUTENTbHOIO CENEKTMBHOIO 3abopa
KPOBM M3 HAAMOYEUYHMKOBbIX BEH ABMAETCA MNpOBefeHue
MO3UTPOHHO-3MUCCUOHHON Tomorpadun ¢ 11C-meTomnga-
TOM. MeToMMAAT — 3TO NNraHg, C OAMHAKOBbBIM CPOACTBOM
K ¢epmeHtam CYP11B1 m CYP11B2, uto orpaHunumBaet
NCMONb30BaHNE MeTofda, TaK KaK 3Kcnpeccmsa ¢depmeHTa
CYP11B1 BCTpevaeTca M Npu TNIOKOKOPTUKOUACEKPETU-
pytownx ageHomax, 1 npwu [MrA [38, 39]. Takxke NpuMeHsAIOT
cuuHTUrpaduio ¢ 123-noagMeToMMAATOM IJf1s BU3yanu3aumm
rOPMOHaNIbHO-aKTVBHbIX 0OPAa30BaHNA B HaAMOYEUYHMKaAX.
OnHako gaHHble MeTofbl 06/1afaloT HU3KOWM cneunduyHo-
cTbto B gnarHocTuke lMlA. No3nuTpoOHHO-3MNUCCUOHHAA TOMO-
rpadus c 11C-meTomupaaTom obnagaet 76% UYyBCTBUTENIbHO-
CTblo 1 87% crneunduyHoOCTb0 B AnarHocTrke MMA [40].

MNpoBefeHne reHeTUYeCcKoro TUNMPOBAHNUA U AAEPHbIX
METOAI0B AMArHOCTMKM BO3MOXKHO B YCJIOBUAX He3hbeKTUB-
HOCTM CPaBHUTENIbHOIO CENIEKTUBHOIO 3abopa KPOBU Kak
anbTePHATMBHbBIX METOAOB AMArHOCTMKM, C Lenblo Bblibopa
JanbHenwen TakTukn neveHnsa. ObpaluaeTt Ha cebs BHUMa-
HUEe UCNOoMb30BaHME CEKBEHMPOBAHUA HOBOFO MOKONEHUS
KaK C Lenblo AUarHoCTUKU reHeTUYeCKrX MyTauuniA, BCTpeya-
towmxca npu MrA, Tak 1 € Lenblo NoncKa HOBbIX FeHOB-KaH-
AVAAaToB, NOTEHUMANbHO BeAylWMX K Pa3BUTUIO anbocTe-
POHMpPOAYUMPYIOWNX afeHOM W HACNeACTBEHHbIX ¢GopMm
MNrA [23]. MepcnekTUBHbIM METOAOM ANArHOCTUKN ABNAETCA
onpegeneHue ayToaHTUTeN K pelentopam 1-ro TMna aHrno-
TeH3nHa ll.

CBOeBpeMeHHas AMArHOCTUKA U IeYeHNE UMEIOT KpanHe
Ba)KHOE 3HAuYeHMe Kak B MeAuUKO-COLMaNibHOM, TaK U B KO-
Hommnyeckom nnaHe. MNMA xapakTtepusyeTcAa BbICOKOW ua-
CTOTON CepheYHO-COCYAUCTbIX 3ab0NIEBaHUA U NETaNbHbIX
ncxogos [41]. CBoeBpemMeHHasa AMAarHOCTUKA AaHHOro 3abo-
NeBaHUA MO3BOMINT BOBPEMA HayaTb afjeKBATHOE JleyeHme,
NpefoTBPaTUTb Pa3BUTUE MO3AHUX OCIOKHEHUIN 1 NeTasb-
HbIX NCXOA0B.

MNEPCNEKTUBbI B NIEYEHUN

MeTogom BbiGOpa B neyeHumn MFA ¢ ofgHOCTOPOHHEN
rmnepnpoaykumnen anbgocTepoHa (anbAoCTepoOHNpPOAY-
uupyolasa ageHomMa U OAHOCTOPOHHAA HaAMoOYeYHNKOBasA
runepnnasus) ABNAETCA NlanapocKonuyeckasa agpeHansk-
TomuA. BBugy TOro, 4to Knactepbl C anbaoCTEPOHMNPOAY-
LUPYIOWNMY KJIeTKaMU MOTYT OblTb MPUYMHON peungmnBa
B KOHTpasiaTepasibHOM HaJMoyeyHrKe, HeobXoaANM AMHa-
MUYECKUI NOCNeonepaLnoHHbIA KOHTPOSb MPU N3BECTHbIX
MyTauusx. Tepanvei Bbibopa Npu ABYCTOPOHHEN rumnep-
NPoAyKUNN anbAoCTepOHa OCTaeTCA ANMTENbHOE Ha3Haye-
HMe aHTaroHUCTOB MUHEPANIOKOPTUKOUAHbBIX PeLienToOpPOB.
B HacTOALWee BpemaA BeAyTCA NCCIefOBaHUA MO N3YUYEHUIO
3¢ dEeKTUBHOCTM U 6€30MaCHOCTY HOBBIX JIEKAPCTBEHHbIX
npenapatoB — HECTEPOUIHbIX aHTarOHNCTOB MUHepa-
NOKOPTUKOUAHBIX PeLenTopoB, KoTopble obnagart 60-
nee BbICOKOW PeLEenTOPHON YyBCTBUTENIbHOCTbIO U Oonee
CUNbHBIM CBA3bIBaHMEM C peLenTtopamu Mo CpPaBHEHUIO
C AOCTYMHOW Ha AAHHbIN MOMEHT Tepanunen aHTaroHMCTamm
MUHEPaNIOKOPTUKOUAHbBIX PeLenTopoB (CMUPOHONAKTOH,
3nnepeHoH) [42].
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OBCYXXAEHUE

MrA — meaunKko-coumanbHO 3HauMmoe 3abonesaHue,
CBOEBpPEMEHHAaA AMAarHOCTMKa WM fleyeHne KOTOpOro no-
3BONAIT YNyYlWMUTb KayecTBO >XWU3HWU, Npeaynpeantb
neTtanbHble NCXOAbl WU HMBENUPOBATb 3KOHOMUYECKME
3aTpaTbl Ha NeyYyeHue OCOXKHEHWUN, TaknX Kak ceppeuy-
HO-COCYAuCTble N HeBposornyeckne nopaxeHua. [MA
He ob6napaet cneunduyeckMMn CMMNTOMamu, KOTopble
MOFYT MPUBECTV NaumMeHTa K SHOOKPUHOMOrY, MO3TOMY
BaX@Hbl HAaCTOPOXEHHOCTb M OCBEAOMJIEHHOCTb Bpayen
CMEXHbIX cneumanbHocTel. J1abopaTOPHO-UHCTPYMEH-
TasibHas AMarHOCTUKA HanpaBfieHa Ha cnefacTeue 3abone-
BaHMA — onpegeneHne noBbILLEHHOTO YPOBHA anbhocCTe-
POHa, HA3KOFO YPOBHA PEHUHa U Kanwus, 4to, 6e3ycnoBHO,
OrpaHMYMBaeT ee NCNOob30BaHME B ONpefeneHHbIX Ciy-
yaax. B MmpoBom HayuyHOM coobuectBe ob6CyxpatoTca
HOBble MeTOAbl ANArHOCTMKK, HanpaBfieHHble Ha MepBoO-
NMPUUYNHY, KOTOpasi MOXeT OblTb MpefcTaBlieHa reHeTu-
YeCKUMM MyTaUMAMM UAN aYTOMMMYHHbIMU peakunamu.
MpencraBneHbl HOBble MeTOAbl MEXHO30/I0rMYEeCKOm
avarHoctukm [MA, KoTopble MOXHO WMCMOJ/Ib30BaTb Ha-
pAgdy C reHeTMYeCKUM CEKBEHWPOBAHUEM Npu Hedddek-
TUBHOCTW CPABHUTESIbHOTO CENEKTUBHOrO 3abopa KpoBu
13 HaANOYEYHNKOBbIX BEH.

O6palyaeT Ha cebsa BHMMaHUe To, YTo Gnarogaps Ho-
BbIM MeTOfaM FeHeTMYeCKOW AWArHOCTUKW, a WMEHHO
reHHOro CEeKBEHWPOBaHWA HOBOrO MOKONEHUA, rpaHuLbl
B MeXHo3onornyeckomn knaccméukauyum MNrA ctupatotca
N BCTaeT BOMPOC O TOM, ABNAIOTCA NX KnacTepbl anbao-
CTEPOHMPOAYLUPYIOLMX KIEeTOK nepexofgHoln ¢opmon
MeXay ABYCTOPOHHMUM 1 ogHoCcTopoHHUM MNTA? MpoeecTtu
MeXHO30/10rnYecKyo AnarHoCTUKy NO3BONUT onpepgene-
Hue myTauun B reHax: KCNJ5, CACNATD, ATP1AT n ATP2B3,
JaHHble MyTauum BCTpeYvalTca npun ogHoctopoHHem [MTA
N anbAOCTEPOHNPOAYLMPYIOWMX KacTepax, BblABUTb
Hannuve anbAOCTEPOHNPOAYLMPYIOWMX KINETOUHbIX Kia-
CTEepOB BO3MOXHO 6Gnarogaps NMpPOBEAEHUID UMMYHOIU-
CTOXMMWU, NOC/Ie NPOBEAEHHOIO OMepaTBHOIO BMeLla-
TenbcTBa. HeobxoAnMa HaCTOPOXEHHOCTb NMPY HaNN4YMn
anbAoCTEPOHNPOAYLMPYIOWNX KNETOUYHbIX KIacTepos,
TaK Kak JaHHOe COCTOsiHME MOXEeT OblTb ABYCTOPOHHUM
n cTaTb NnpuunHon peuymansa MNMA B KOHTpanatepanbHOM
HagnoyeyHuke. MOXHO NN BbIAENNTb MPOMEXYTOUHbIE
dopmbl MFA? NMoyemMy BO3HUKAIOT peLuanBbl B KOHTpana-
TepasnbHbIX HAAMNOYEYHMKaxX NOCNe OfHOCTOPOHHNKX afpe-
HanskToMui? KaKylo Tepanuio Mbl MOXeM MNpensioXnTb
naumeHTam C MOATBEP)KAEHHbIMU FeHeTUYEeCKUMN MyTa-
umamm? NepcnekTMBHbIM METOAOM TapreTHOW reHHON Te-
panuu asnaetca npumeHeHne cuctembl CRISPR/Cas9.

MNpakTnyeckn Bce MyTaLMm ONOCPEAOBAHHO MM Hemno-
CpefCcTBEHHO BMAIOT Ha KanbLMeBble KaHalbl, YTO yBenu-
yMBaeT KOJINYECTBO BHYTPUKNETOYHOro KanbuudA. Beposr-
HO, MMEHHO KaNbLueBble KaHasbl ABNAIOTCA NOTEHLMANIbHOWN
MuLLeHbio B Tepanuu MNIA. OgHaKo orpaHUYnTENbHbIMK PaM-
KaMu CRY>KWT TO, UTO KanbLMeBble KaHalbl UMEIKT BUTaNbHOE
3HaueHve B GU3MONOrM YENOoBEKa, Y HEMpULEbHOe BO3-
[ecTBME HA HUX MOXKET MOBJeYb 3a COO0I pa3BuTHE »KU3-
HeyrpoXatoLmnx COCTOAHNIA.
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MaToreHeTMyecKas M KAVHWYECKas POfib ayTOAHTUTEN
K AT1-peuenTtopam npwu [MTA manomnsyyeHa, ogHako oYeBuna-
HO, YTO AaHHas MHOPMaLUUS MOXKET OblTb HEAOCTAKOLWNM
3BEHOM B 00LleN KapTvHE ANArHOCTUKU W nedyeHunsa 3abo-
neBaHwuA. B cBA3M C TEM UTO JOCTYMHasA Ha AaHHbIA MOMEHT
nutepaTtypa pasHOpPOAHAa U MPOBefdeHHble MCCefoBaHMs
B JaHHOWN obnactu He ObinyM NpoBefeHbl N0 OJHOMY CTaH-
ZapTy, Ans 6osiee TOYHOro oNpeAeneHns PO aHTUTEN U UX
KONMYECTBEHHOW OLEHKM HEO6XOAMMO NPOBECTU UCCNEeNO-
BaHUA C OGOMbLUMM KONMYECTBOM YYACTHWKOB U OfHOBpe-
MEHHbIM MPUMEHEHNEM 0O0UX ANArHOCTUYECKNX METOLOB
(MMMYHObEPMEHTHBIV aHANM3 U UMMYHOTUCTOXMMMYECKNE
nccnenoBaHuns).

YpoBeHb aHTUTEN K peuenTopam 1-ro Tuna aHrmoTeH-
3uHa Il npu comatuyecknx myTauumax, NOATBEPKAEHHbIX
y NaLMeHTOB C OQHOCTOPOHHUMMK dopmamu MTA, He unc-
cnepoBancA, ogHAKo AaHHaA MHPopMaLMs MOXET ObITb
noJfiesHa B MOHUMaHWUM B3aVMOCBA3M COMATUYECKUX MY-
Taumm n TmTpa aHtuten npu MMA n no3sonut oTBeTUTH
Ha MHOKeCTBO He3aKpbITbIX BOMPOCOB B MaToreHese 3a-
6onesaHus.

3AKNIOYEHUE

MrA — 370 3aboneBaHue, TpebyoLee MeXANCLUNIN-
HApHOW HACTOPOXKEHHOCTU, Beb CBOEBPEMEHHaA Tepa-
NUsS CHUXAeT MeanKo-couuasibHble M 3KOHOMUYEecKue
notepwu.

Bonee rnyb6okoe NOHUMaHWE MATOTEHETUYECKUX Me-
XaHu3moB [MA MoXeT NprBeCTX K BbIABMEHUIO HAAEKHbIX
AVArHOCTUYECKNX W  MPOrHOCTUYECKMX OrOMapKepos,
a TakXe K bonee YyBCTBUTENbHBIM U CNeLUPUYHbIM METO-
JaM CKPWHWHra, No3BOSIUT PEKOMEHAOBATb HOBble Tepa-
neBTUYECKME NMOAXoAbl K 3aboneBaHuio. [na 3Toro Heob-
XOAUMO npoBefeHne GpyHAAMEHTaNbHbIX U KINHUYECKNX
nccneoBaHnin, KOTOpble MO3BOJIAT OTKPbITb HOBblE rOpu-
30HTbI B MOHUMaHWK 3aboneBaHus.

B HacToAawmn momeHT B OI'BY «HMWL| sHaoKprHOnornm»
MwuH3gpasa Poccun pa3pabatbiBaeTcs NPOEKT Mo N3yYeHno
ponu ayToaHTWTeN K peuenTtopam 1-ro Tuna aHrmoteHsmHa ll
npw IMTA.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHuk puHaHcmpoBaHua. PaboTa BbinosiHeHa No NHMLMaTUBe aB-
TOpOB 6e3 npuBneyeHns GrHaAHCUPOBaAHNA.

KoHpnuKT nHTepecoB. ABTOpbI AEKNAPUPYIOT OTCYTCTBME ABHbIX
1 NOTeHLMasIbHbIX KOHGJIMKTOB MHTEPECOB, CBA3aHHbIX C My6nvKaLumen Ha-
cToALWen cTaTbi.

Yyactue aBTopoB. Jpuctasn C.X. — nonck u obpabotka matepma-
NOB, aHanM3 MoJyYeHHbIX [JaHHbIX, HaMMcaHue TeKCTa, yyacTie B MoA-
rotoBke ny6nukauuii; MnatoHoBa H.M. — dopmynrpoBaHue HayuyHom
npobnembl, aHanM3 Nosly4YeHHbIX AaHHbIX, yyacTe B NOArOTOBKe ny6nu-
Kauuir; TpowwuHa E.A. — dopmynupoBaHme HayyHO Npobnembl, aHanun3
roJly4YeHHbIX AaHHbIX. Bce aBTOpbI 0406pUnN GprHanbHY0 BepCuio cTaTbi
nepep nybnvkauven, Bbipasnimn cornacne HeCTy OTBETCTBEHHOCTb 3a BCe
acnekTbl paboTbl, NoApasyMeBaloLLyto Haanexallee n3yyeHune u peLueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO MU AOOBPOCOBECTHOCTbIO NIt06OI Ya-
CTV paboTbl.
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dopm runodumsnTa, a TakxKe npobnemam nyyeBor ANArHOCTUKM U NedeHns fdaHHon natonornu. lmnodusut agnaetca mano-
N3yYeHHbIM U MHOTOAKTOPHbIM 3a6051EBaHNEM, CIOXKHOCTb ANArHOCTMKN KOTOPOro 06yc/ioB/ieHa He TOMbKO pa3Hoo6pas-
HbIMK HecneundpnyeckuMm KNMHNYECKUMI NPOABAEHNAMU, AAHHBIMY FOPMOHANIbHOrO NCCNEROBAHNUSA, HO 1 HEOAHO3HaY-
HbiMK pe3ynbtatamn MPT-nccnefoBaHua, oTcyTcTBreM YeTknx MP-nattepHoB. [JaHHbI 0630p NMOCBALEH COBPEMEHHbIM
NpeaCcTaBAeHNAM O KIMHNYECKOM TeyeHUn rmnodusnToB, NpeacTaBieH HAbop xapakTepHbIX ANarHOCTUYECKUX NPU3HAKOB
3aboneBaHuA nNo gaHHbIM MPT, Takxe OcCBeLleHbl peKoMeHayeMble Ha CEerofHAWHWA AeHb anropuTMbl nedeHus. B ctatbe
0606LUeHbl JaHHble 3apybexXHOW NUTepaTypbl 1 COBCTBEHHbIE KNMHUYECKe HabniogeHnA ¢ Lesbio BbipaboTaTb onTMalib-
HbI npoTokon MPT-nccnenoBaHmA y NaLumMeHTOB C MOAO3PEHMEM Ha TMNOGU3NT, pEKOMEHAALNN AR Bpayel-peHTreHOoNoros
W SHOOKPWHOJIOrOB ANA NPaBUSIbHOW MHTepMpeTaL M NONyYeHHbIX Pe3ybTaToB. YHNKaNbHOCTbIO laHHOro 0630pa ABnaeT-
CA OTCYTCTBME Ha CErofHALWHMNN AeHb B POCCUIACKON NUTepaType AaHHbIX O KIMHWYECKOW KapTUHE, ANarHOCTMKE U IeUeHnm
rmno¢usunta.

KJTTOYEBBIE CJTOBA: 2unoghu3um, MazHUMHO-pe30HAHCHAs momoapagus; 8ocnasumesibHoe 3abosiesaHue 2unogu3a; 1UMpoyumapHoe 80c-
naneHue.

CLINICAL AND RADIOLOGICAL DIAGNOSIS OF HYPOPHYSITIS: A REVIEW OF LITERATURE
AND OWN DATA

© Aleksandr V. Vorontsov*, Diana M. Babaeva, Victoria P. Vladimirova, Tatiana A. Dubovitskaya, Alina O. Gavrilova,
Zhanna E. Belaya, Natalia G. Mokrysheva

Endocrinology Research Centre, Moscow, Russia

This article presents a literature review of the various forms of hypophysitis, its varieties, as well as the problem of radiation
diagnosis and treatment of this pathology. Hypophysitis is a poorly understood and multifactorial disease which the difficul-
ty of diagnosing is not only to a variety of nonspecific clinical manifestations and hormonal research data, but also the am-
biguous results of MRI studies, the lack of clear MR patterns. The article reflects the main histological types of hypophysitis,
the peculiarities of diagnosis in connection with general clinical symptoms, outlines the features of each type of hypophysi-
tis with their own clinical observations. This review is devoted to modern ideas about the clinical course of hypophysitis, pre-
sented a set of characteristic diagnostic signs of the disease according to MRI and the treatment algorithms recommended
today are also highlighted. The article summarizes data from foreign literature and our own clinical observations in order
to develop an optimal protocol for MRI studies in patients with suspected hypophysitis, to develop recommendations for
radiologists and endocrinologists for the correct results interpretation. The uniqueness of this review is the lack of data on
the clinic, diagnosis and treatment of hypophysitis in the Russian literature today.

KEYWORDS: hypophisitis; magnetic resonance imaging; inflammatory disease of pituitary gland; lymphocytic inflammation.

BBEJEHUE

Mnodusnt — 310 pepkoe BocnanuTesibHoe 3aboneBa-
Hue rnodu3a, XapakTepusylolleecs HeonyxoneBoW WH-
dunbTpauren runodursa, NpuBoOIsALLEe K HapyLIEHUIO ero
byHKUMIA 1 yBenuyeHno obbema. Ero pacnpoctpaHeHHOCTb
oueHnBaeTcA Kak 1 HOBbIN crlyyan Ha 7-9 MIH HaceneHus
B rog, Ha gosno runodpusnta npuxoantca 0,24-0,88% Bcex
3aboneBaHun runodwusa [1].

BbigenAoT nepBuuHyl0 (MamonaTMyeckyto), KoTopas
BO3HUKaeT BC/IeACTB/E ayTOMMMYHHOrO BOCManeHua He-
NnocpefcTBEHHO rMnodursa, U BTOPUYHYIO, BO3HUKAIOLLYHO
BCNEACTBME CMCTEMHbIX 3ab0oneBaHWin UM MPUMEHeHMs
UMMYHOMOZYMPYIOLWUX JIEKapCTBEHHbIX Cpeacts, ¢op-

© Endocrinology Research Centre, 2022
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Mbl runodusmTa [1]. BTopruHbIl rMNnoousnT TakKe MOXeT
pa3BuTbCA Ha GOHe 06Pa3oBaHUN XMA3MaNTbHO-CENIAPHON
0651aCTY, TaKMX Kak KUCTa KapmaHa PaTke, kpaHnodapuH-
rMomMa, ajeHoma, repMmmnuHoma [2-7]. B KauecTBe CUCTEMHBbIX
3aboneBaHuiA, MPVBOAALLMX K BTOPUYHOMY MOPAKEHUIO TU1-
nodusa, BbICTYNAT ayTOUMMYHHble (CapKOMZ03, reMoXpo-
MaTOo3, rpaHynemaTto3 BereHepa, 6one3Hb Takascy, 6onesHb
KpoHa, ructnountos 13 KneTok JlaHrepraHca v ap.) unm viH-
dbeKUMoHHble 3aboneBaHus (cupnnuc, Tybepkynes, rpnubKo-
Bas 1 BUPYCHasA MHPEKLUSA Y NaLneHToB C uMMyHoaebuum-
Tom) [8-12].

OnncaHo 5 rMCTONOrMYeCcKUX BApPMAHTOB MEPBUYHOIO
runodusnTa: NMMPOLNTAPHDBIN, FPaHyNeMaTO3HbIN, KCaH-
TOMaTO3HbIN, 1gG4-accoummpoBaHHbIA (Na3MOLMTapHbIN)
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N HekpoTusMpyoowmnn. Kpome TOro, onmcaHbl CMeLlaHHble
¢dbopmMbl C OHOBPEMEHHbIM COCYLLECTBOBAHUEM TMCTONOMM-
YeCKMX NPY3HAKOB Pa3HbIxX BapuvaHToB runodusmta [1-9, 13].

B 3aBMCUMOCTU OT pacnpoCTPaHEHHOCTN BOCMANUTENb-
HOro Npouecca, B COOTBETCTBUM C aHAaTOMUYECKMM CTPOe-
HYem runodusa BbIAeNAlT ageHorunodrsnT (MopaxeHve
nepegHenn pgonu runodusa), uHGyHanbynoHepormnodu-
31T (NopakeHne BOPOHKN 1 3aHen gonu runodusa), naH-
rmnodusnT (nopakeHme Bcero rmnodursa). Y XKeHwmH valle
BCTPeYaeTcs afeHOrnmnoousnT, y My>KUMH U feTell — NHOYH-
anbynoHenporunodusur [1, 4, 71.

KNIMHNYECKAA KAPTUHA

Ona KnnHWYecKor KapTuHbl rMnodu3snTa, BHE 3aBUCK-
MOCTU OT 3TMONIOTK, BBUAY YBeNnYeHusi oobema runodusa
XapaKTepHbI FOfIoBHas 6011b 1 HapyLieHre GYyHKLMM 3peHuns
BCNeACTBME KOMNPEeCCMM Xna3mbl. B 3aBucMmocTn ot ctene-
HY BOBJIeUEHVA B BOCMANUTENbHBIN npoLiecc runodmrsa npo-
ABIeHeM 3a60NeBaHNA ABMAETCA HAapYLLEHME ero GYHKLNIA.

B 65% cnyuyaeB nopaxaetcsa ageHornnodus, Yto NprBo-
ONT K NapumanbHOMY WX TOTalbHOMY TMAONUTYUTapuU3Mmy.
B otnnume ot Apyrux npuYvH runonuTynTapusma, CHmKe-
HUe NPoAyKUNN afpPEHOKOPTUKOTPOMNHOro ropmoHa (AKTT)
1 TMpeoTponHoro ropmoHa (TTI) oueHb YacTo pa3BuBaeTcA
Ha PaHHUX CTagUAX MNEPBUYHOTO rMNOdU3NTa, YTO OTHOCUT
3TUX NaLMEHTOB B rPynny MOBbILEHHOIO pUCKa pa3BUTUA
XKU3Heyrpoxatowen HagnovyeyHNKOBON HefJOCTaTOYHOCTW.
Tak>ke MOryT BO3HMKaTb CHUXKEHWE NPOAYKLUN rOHagoTPO-
NMHOB, AedrUMT ropMOHa POCTa, TMMNepPrnpPonakTVHEMMS.
Pexe, npnbnusutenbHo B 10% BCex Cryyaes, pa3BMBAETCA
UHQYHANOYNOHENPOrMNodr3nT, YTO COMPSPKEHO CO CHUMXKE-
HMEeM ypPOBHA Ba3onpeccuHa C Pa3BUTMEM HECAaXapHOro Au-
abeTa, MHOrga NPYICOeAUHAIOTCA NPU3HaKK dedurmTa Tpon-
HbIX FOPMOHOB.

KnnHnueckne npusHaku nopaxeHus nepepHero u 3a-
[HEero oTaenoB rmnodursa CocyLlecTBYOT Npu naHrmnodu-
31Te, ero yactoTa coctasnsaeT 25% (tabn. 1) [9].

MepBuYHbIN rMNOGN3NT

Jlumgouyumaphelit 2unogusum

JNumdoumTapHoe BocnaneHve sBNsAETCA Havbonee pac-
MPOCTPAHEHHbIM TUCTONIOTMYECKNM BapuaHTOM runodu-
3uTa — 68% cnyyaes [4]. Bnepsble 6bin onvicaH B 1962 T.
Goudie n Pinkerton. Yalue 3a6051€BatoT XKEHLLMHbI, YEM MYX-
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UYMHbI, C cCOOTHoWweHueM 3:1 [3], Kak NpaBuIo, B YETBEPTOM
JecATuneTun xmsHu. JiumoounTtapHbin runodrsut y 6onb-
LUIMHCTBA MEHLUMUH OblT ANArHOCTMPOBAH Ha NoC/ieAHeM Me-
cAle 6epeMeHHOCTY U B MOC/IEPOLOBOM Nepuoge, Npermy-
LLEeCTBEHHO B TeYeHMe 2 Mec nocre pogos [3, 12, 14].

IpaHynemamo3sHelit eunogusum

[paHynemMaTo3HbI rMnodu3nT Brepsble Obin onucaH
Simmonds B 1917 r., KOTOPbIN NPU TMCTONIOTMYECKOM MCCIie-
foBaHun matepuanos 2000 runodur3os obHapyxun 4 cny-
Yyas rpaHysemMaTo3HOro BOCMAJNIeHNs, HE CBA3AHHOIO C Ty-
6epkynesom unu cupunucom. 3aboneBaHrie BCTpeyaeTcs
KpariHe pegko (okono 20% AnarHOCTUPOBaHHbIX C/TyYaeB),
nopaaeT MYXUYUH U >KEHLUUH B paBHbIX nponopuusx. Mpa-
HyNeMaTO3HbI r’MNoGU3UT OTAIMYAETCA OT NIMMPOLIUTAPHO-
ro Tem, YTO He acCoLMMPOBAH C 6ePEeMEHHOCTbBIO, CTOHTAHHO
He pa3peLlaeTcs U He NMPOTEKAeT COBMECTHO C APYTUMU ayTo-
WUMMYHHbIMU 3a6051eBaHMAMM. DTUOJIOTUSA FPaHyIeMaTO3HO-
ro runo¢pusnTa Hen3BeCTHa, NPU JaHHOM Tune runodusnTa
HeobXxoAMMO UCKNIoUUTL Apyrue 3aboneBaHns, CBA3aHHbIE
C obpasoBaHMAMN rpaHynem (Tybepkyrnes, capkougos, ru-
CTMOLMTO3), NpeX[e YeM pacCMaTPUBATb rpaHyiemMaTo3Hoe
BOCnaneHue runodusa Kak nepsmyHoe [1, 3, 4].

KcaHmomamosHelil 2unogusum

KcaHToMaTO3HbI runodursnT Bnepeblie onncaH B 1998 .,
BCTPEYAETCA pexe, yem NUMPOLMTAPHBIN 1 FpaHyIemMaTos-
HbIn (okono 3% cnyuaes) [4]. CunTaeTca, YTO 3TOT BapmaHT
MOKeT OblITb CMPOBOLIMPOBAH BOCMANUTESIbHOW peakLuuen.
Yawle permnctpupoBanca y xeHwuH (3:1) Ha yeTBepTOM fe-
CATUNETUN UX XKN3HU.

Hekpomusupytouwuti 2unogpuzum

Hanbonee pegkuin Tun runodumsnta — HEKPOTUUYECKUNA,
KOTOpbIN 6bl AMArHOCTMPOBAH Y 4 MaLWEeHTOB B BO3pacTe
12, 20, 33 1 39 neT (Tpu cnyvas GbINM NOLTBEPXKAEHbI MMCTO-
norunyecku). Habniogancs npenmyLLecTBEHHO y My>uuH [1, 3].

1gG4-accoyuuposaHHelit 2unogusum

lgG4-accoummpoBaHHbIN TMNOGU3UT YacTo pPa3BUBAET-
CA BCNEACTBME CUCTEMHbIX 3aboneBaHWi, OAHAKO MHOTrAa
BbICTYMaeT CaMOCTOsITeNbHbIM 3aboneBaHviem. Yawe auva-
FHOCTMPYETCA Y MOMXWUIIbIX MYXUWH, A8 TMCTONIOrMYeCcKom
KapTVHbl XapakKTepHbl MAOTHaA numMdonnasmoLmTapHas
UHOMNBTPaLMA NOPaXKeHHOW TKaHU rmnodusa c npeobnaga-
Hem |gG4-No3UTUBHBIX M1a3MaTUYECKMX KNETOK U prnbpos

Ta6nuua 1. KnuHnueckne npusHaku runodusuta B 3aBUCUMOCTY OT 06beMa NopakeHus runodusa

Cumnrombl runopusurta ApeHoruno¢usutr UHyHanGYynoHenporunopusnT Manrunopusnr
lonosHasa 60nb, % 53 13 41
HapylweHnsa 3peHus, % 23 3 18
lmnokoptnumsm, % 42 8 19
lmnotnpeos, % 18 0 17
MnoroHagusm, % 12 3 14
lvnepnponakTnHemuns, % 23 5 17
HecaxapHbiin graberT, % 1 98 83

MpumeyaHue. AgantnposaHo u3 [9].
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Ha 6onee No3gHuX cTaguax 3aboneBaHusa [1-2, 15]. KnuHnue-
cku ans IgG4-accoummpoBaHHOMO rMnodr3nTa XxapaKkTepHsl
ronosHas 601b, CyXeHue nonei 3peHns, ranaktopes. Yacto
COMPOBOXJAAETCA NOPAXKEHNEM APYTUX OPraHOB (numdaTtu-
yeckre y3nbl, MOAKENY[OYHasA »Kefe3a, renatoounmapHbli
TPaKT, C/IIOHHbIE U Cle3Hble Kefe3bl, 3a0pPIoLLMHHOe Mpo-
CTPaHCTBO, a0PTa, NeprKapg, WITOBUAHAA Xene3a, Nerkue,
MOYKN, KOXa, XKeNyoK, NpeAcTaTenibHas Xese3a, ANYHNKN).

OunarHo3 IgG4-accouuupoBaHHoro runodusnTa nog-
TBEPXKAAETCA XapaKTePHOW TrMCTONOMMYECKON KapTUHON
nyHkTaTa runodusa. OgHako 6uoncua runodusa ABNAETCA
WHBA3MBHOW Npoueaypor, U Ana yCTaHOB/IEHUA AMarHo3a
MOTYT ObITb MCMONIb30BAHbI APYrue KpUTepUK, NPesnoxeH-
Hble B 2011 r. P. Leporati et al. (tabn. 2) [16, 17].

BropuyHbiii runopusut

WHOyyuposaHHbIl ummyHomooynupyoweli mepanueli

WNHrmbunTopbl KOHTPOJSIbHBIX UMMYHHbBIX TOYEK — HOBBII
Knacc VIMMYHOOHKOJIOTMYECKNX MPenapaTtos, LMPOKO UC-
Mosb3yembIX Ha AaHHbIi MOMEHT B JIEUEHUU OHKOJOrnYe-
CKNX 3aboneBaHuin. MexaHn3mM [eNCTBUA CBA3AH C GIOKU-
pOBaHMEM MOHOK/IOHANIbHLIMU aHTUTENIaMM  PELIeNTOPOB
CTLA 4 (ununumymab, Tpemenmmymab) n PD 1 (Husonymab,
nembponusymab), Anti-PD1-L1 (aBenymab, pypsanymab,
aTe3onmM3ymab), uto ycunmeaeT T-KNeTOYHbI MPOTUBOO-
MyXOneBbli UMMYHHbI OTBET 1 MO3BOJISET JOCTMYb MOJIO-
XWTENbHOTO TepaneBTMYeckoro 3dpdekra B neyeHnn 310-
KauecTBeHHbIX onyxonen [1-4]. Tem He MeHee BHellHee
BO3[ENCTBME HA WMMMYHHblE KOHTPOJIbHbIE TOUYKU MOXET
Bbl3BaTb OECKOHTPOJIbHBIA VIMMYHHbIA OTBET, YTO MOXET
CNoco6CcTBOBaTb PA3BUTUIO AYTOUMMYHHOFO MOpPaXeHus
pasnMyHbIX OPraHoB, B TOM 4uciie runodusa ¢ pa3BuTrem
runodusunTa.

BpemeHHOW puana3oH pa3BuTuA runodusnta OT MO-
MEHTA Hauyana MMMYHOMPOTUBOOMYXONIEBON Tepanuu Ba-
pbupyeT B 3aBMCUMOCTM OT WUCMOJSIb3yeMOro npenapara,
COOOLWANoOCh, YTO OH MOXET Pa3BUTbCA Yepe3 HEeCKOJIbKO
MecALEeB Mocie Havyana MMMyHoTepanuu. Puck passutus
runodrsnTa Npv MNPUMEHEHWUM WNWIMMyMaba Havbonee
BbICOKUI 1, NO-BMAUMOMY, 0303aBUCKMbINA, 6Osiee BbiCOKas
pacnpoCcTpaHeHHOCTb OTMEYEHa Yy N, nonydarowux 10 mr/
Kr, HeXkenu 3 Mr/Kr. Y nauueHToB, MOyyaoLWwmnx ConyTCTBYO-
LLYIO LIMTOTOKCUYECKYIO XUMUOTEPANuIo MY PagmoTepanmio
rONIOBHOIO MO3ra, PUCK Pa3BUTUA rMnodusnTa HxKe, npes-

Ta6bnuua 2. inarHoctnyeckne Kputepum IlgG4-accounmnpoBaHHOro runopusmnta

HAYYHbI OB30P

NONOXNTENbHO, 3a CYET UCTOLLEHNA UMMYHHbIX KNeToK. [1na
KIIMHMYECKOW KapTUHbI 3a00NeBaHNsA XapakTepHbl Takue He-
cneuunduyeckme CUMMNTOMBI, KaK yCTanocCTb, FofoBHas 60o1b,
MUWanrnsa, TOWHOTA U CUMNTOMbI AebULUTOB TPOMHBIX rop-
MOHOB, pexe Pa3BMBalOTCA XMa3MalibHbI CUHAPOM U Heca-
XapHbI ArnabeT. MoryT noaBnATbCA 1 Takue 6onee pegkme
CMMNTOMbI, KaK CNyTaHHOCTb CO3HaHWA, ranniouMHaunm,
nabunbHoe HacTpoeHue, 6eCCOHHMLA, aHOPeKCUs,, 03HOO
[1,13,17,18].

MauveHTam BO BpemMsA NevyeHusA WMHIMOMTOPamMm KOH-
TPOJIbHBIX MMMYHHbIX TOYEK PEKOMEH/I0BaHbl HabnoaeHme
SHAOKPUHONOra U NpoBeAeHNEe PerynsapHOro ropMoHanb-
HoOro aHanu3a Kposu. MNpubnusntenbHo y 90% nauneHTos,
Yy KOTOpbIX pa3BuBaeTca runodmsnt, otmevaetcs aedu-
unt AKTT, 3apernctpupoBaHbl ciyyau dbaTtanbHON OCTPON
HagNOYEYHUKOBOWN HeJOCTaTOYHOCTU, YTO MoAuyepKuBaeT
BaXHOCTb OLeHKM GyHKLMM runodumsa o Havana tepanuu
U BO BPEMSA NleYeHNs, a TakKe AMHAMUYECKOro Habnoge-
HUA nayueHToB. Jedbuuunt TTT Takke OUYeHb pacnpocTpa-
HeH (>80% nauueHTOB). MpeanonaraeTca, UTO CHUXeHUe
ypoBHA TTI B CbIBOPOTKE KPOBY ABAAETCA PaHHUM NPU3Ha-
KOM MHAYUUPOBAHHOIO MHIMOWTOPaMU MMMYHHbIX TOUYEK
runodusnTa.

MauveHTam C nogo3peHrMem Ha rMNoousnNT MoKasa-
Hbl nposegeHne MPT runodusa u ocmoTtp odTanbmosora
C NpoBEefEHMEM NEPUMETPUN 0O0OUX a3 ANsA UCKTIOYEHUS
cy>keHua nonen 3peHusa. Faje A. B cBoem umccnegoBaHuu
onpepenun, 4to ~50% NauMeHToB C rMNoQrU3UTOM NMENK
anooysHoe ysenmueHne runodusa no gaHHoim MPT go no-
ABMIEHUA KNNHNYECKnX cumntomos [19, 20].

BakHO OTMETUTb, YTO BbICOKME A03bl MIOKOKOPTUKO-
CTEepPOMAOB HEe OKa3blBalT BAVAHUA Ha NPOTMBOOMYXOse-
BbIll 3GPEKT MHIMOUTOPOB UMMYHHbBIX KOHTPOJIbHBIX TOUEK
U NIeYeHNE He JOMMKHO OblTb OTCPOYEHO Y MALVEHTOB C TH-
XKenbiMM CMMMATOMaMu runodusnTa ¢ CUHAPOMOM CAaBne-
HUA CTPYKTYP XMa3malibHO-cenniApHon obnactu. JleueHune
BbICOK/MIM [03aMU TJIIOKOKOPTMKOMAOB, Of4HAKO, He BOC-
cTaHaBnuBaet gedpuumt AKTI, 1 60AbWNHCTBY NaLUEHTOB
TpebyeTcs JONrocpoYHas 3aMecTUTeNIbHas Tepanus, Korga
B TO e Bpems gepuumnT TTT 1 roHagOTPOMHbIX FOPMOHOB
YyacTo BOCCTaHaBNMBaeTcA. PelleHune o Tom, cnegyet nu OT-
Ka3blBaTbCA OT UMMYHOOHKOJIOrMYECKOro ieyeHms npu Bos-
HVKHOBEHUW TaKOTO OCNTOKHEHUS, KaK rMnodpu3unT, JOMKHO
6bITb B3BELUEHHO U MPUHATO B 3aBUCUMOCTU OT KOHKPETHO-
ro KnuHuyeckoro cnyvas [1, 3,4, 71.

[Mcronornyeckas KapTuHa.

Kputepui 1 JinmbonnasmoumTapHaa UHGUNBTPaLMA NMOPaXKeHHOW TKaHW rnodunsa c bonee yem
10 IgG4-No3UTMBHbBIMU M1Ia3MaTUYECKMMM KNeTKamum
. MP-kapTuHa.
Kputepui 2
YBenuueHue obbema runodrsa n/mnm yTonweHHas BOPoHKa runodursa
Kputepun 3 IgG4-accoummnpoBaHHoe 3abosieBaHMe Apyroro opraHa, NoATBepPAeHHOE TMCTONOrNYECKM
. Ceponorunyeckoe nccnefioBaHrie KpoBu.
Kputepun 4
MNoBbiweHHoe coaepxaHue IgG4 B cbiBopoTKe KpoBu (>140 mr/gn)
TepaneBTUYeCKniA OTBET Ha BBeieHUE IIOKOKOPTUKOCTEPOMAOB.
Kputepun 5 YMmeHbLleHne o6bema runodumsa 1 ynyuiueHne KNMHUYeCKUX CMMNToMoB 3aboneBaHns B oTBeT

Ha Tepannio MiKOKoOpTUKocTepongamm

MNpumeuaHue. JnarHo3 MoXeT ObiTb YCTAHOBJIEH NPY BbIABNEHNW 1 KpUTEpUs, NpY COYeTaHnm 2 1 3 KpuTepues unm 2,4 u 5 Kputepres.
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lunogusum, cea3aHHbIl ¢ 06pA308AHUAMU XUA3MAJIbHO-

cennapHoU obnacmu

BocnaneHue rmnopusa mMoxeT ObiTb CNPOBOLMPOBAHO
06pa3oBaHNAMY Xra3MaNbHO-CEeNAPHON obnactu. B Takmx
CJlyyasnx BOCMAAUTENbHbIN UHGUNBTPAT B OCHOBHOM NMbO-
LUUTapHBbIN WKW KCAHTOTPaHYNemMaTo3Hbl 1 GoKycnpyeTcs
BOKpPYT Oyara NnopakeHus, a He pacrnpoCcTpaHAeTCA Ha BCIO
xenesy.

« TlepmuHoma.

[epMrMHOMa — pepKasa OrMyxosib rOIOBHOrO MO3ra, BO3-
HMKaloLWan MpPeuMyLIecTBEHHO Y JeTell npenybepTaTHOro
BO3pacTa, B 3apybexxHOl niTepaType onmcaHbl eAnHNYHbIE
CJlyyan BO3HUKHOBEHUS BTOPUYHOIO runodusuta y geten
C repMUHaTUBHO-KNETOYHOM onyxonbto [1].

» Kwucra KapmaHa Patke.

PaspbiB KapmaHa PaTke MOXeT BbI3blBaTb rMNodusmnT,
NPOABNAIOWMNCA CyKeHMeM Monel 3peHns, ronoBHol 6o-
NbI0 N TUNONUTYUTAaPM3MOM, OYEHb YacTO BKJIOYAA LiEH-
TPanbHbIA HeCaxapHbll AnabeT. HekoTopble nccnegoBaHus
MoKasanu, YTo MHOTMe Cjlyyan KCaHTOMaTO3HOro runodu-
31Ta Ha CAMOM fiefie MOTyT ObITb CBAI3aHbI C Pa3PbIBOM KNCT
KapmaHa PaTtke [1].

« [Opyrue onyxonu xuasmasnbHo-cennsapHoin obnactu.

OnucaHbl cryyan BTOPUYHOTO rmnodursnta B COYETaHMM
C KpaHnodaprHrnoMmamm, ageHoMmamu runodusa [1, 71. B Ha-
Lwem npumepe npeacTasneHa nauneHTka b., 35 ner, ¢ xano-
6amu Ha NpubaBKY Maccbl Tena, rmnepTeH3mnI0 Y OTEUHOCTb,
npw BbinonHeHn MPT-uccnegoBaHna gruarHocTnpoBanach
apgeHoma runodursa B COYETAHNM C YTOSLLEHNEM Y HEOLHO-
POOHOCTbIO HAKOM/IEHMA KOHTPACTHOro BellecTBa BOPOH-
Kou runodusa

ANATHOCTUKA

MarHuTHo-pe3oHaHcHasA Tomorpadus

30M0TbIM CTAaHAAPTOM AMArHOCTUKM runodursuta AsBns-
eTca broncus runodumsa ¢ nocneayoWUM rmcToNOrMYecKUM
nccnefoBaHMeM NyHKTaTa, O4HAKO, Tak Kak 3TOT MeTof Au-
arHOCTMKM WHBA3VIBEH, €ro MPVIMEHEHME OrpaHuYeHo. Tak,
npuY OTCYTCTBMM MOKa3aHW K XMPYPruyeckomy JieUeHuto
AnarHo3 rmnodursnTa OCHOBLIBAETCA Ha KIIMHUYECKUX, Na-
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6OPATOPHBIX M PEHTFEHONIOIMYECKUX OaHHbIX. MPT sBna-
eTcA MeTofoM Bblbopa Mpy NMOAO3PEHUN Ha TUNODU3NT.
Gutenberg A. et al. pekomeHaYIOT NCNONb30BaTb B MPOTOKO-
ne MP-nccnegoBaHua pexnmbl T2-B3BelleHHbIX 1 T1-B3Be-
LWEHHbIX M300paxxeHnn (BM) Ha AO- U MOCTKOHTPACTHOM
KOPOHAJIbHbIX, CAarUTTasIbHbIX M aKCMAbHbIX N300 paXXeHnAX
(c TonwmHom cpesa fo 3 mm) [8]. AnarHocTmyecknmm Kpumte-
pusMu rnnodusnTa ABNAITCA CUMMETPUYHOE YBeNINYeHne
obbema rmnodusa (3a cuet yBenmyeHusa pasmepos runodu-
3a) B COYETaHUU C yTOSLIEHEM BOPOHKM rnnodusa (B psge
CnyyaeB HabnoJalTCA HOpPMasibHble pa3mepbl BOPOHKM),
anddy3Haa HEOOHOPOLHOCTb CMTHasa OT TKaHW afeHOornno-
$13a U KNCTO3HbIE N3MEHEHUs CTPYKTYPbI NepeaHen [onam
rmnodursa pasHON CTEMNEHN BbIPa’KEHHOCTU, OTCYTCTBUE TU-
NMUYHOrO rmnepuHTeHcnsHoro MP-curHana Ha T1-B3Bewen-
HbIX N300paXxeHUsX OT 3aHen gonu runodusa. iameHeHus
BOPOHKMW 3aBUCAT OT FMCTOMOPQONOrMyeckoro Bupa ru-
nodusuta. Mo gaHHbIM NUTEpaTypbl, NPU NUMQOLUTAPHOM
W rpaHyfieMaTo3HOM runodusmTe npomcxogut auddysHoe
pa3pyLleHue Bcero runodusa, Npy 3Tnx BapmaHtax Ha MPT
BbIABMAIOTCA YTOJLUEHUE 1 HEOLHOPOAHOCTb CTPYKTYpbI
BOPOHKU rnnodusa. Mpn KCaHTOMATO3HOM runodusunte mo-
eT U3MEHATbCA TONbKO nepefHAs fonsa runodusa, u npu
nposegeHun MPT BopoHKa runodusa y 3Tux naumeHToB
He U3MeHeHa. B page cnyyaeB MoryT HabnoaaTbCsa U3MeHe-
HUA CTPYKTYPbl X1a3Mbl U 3pUTENbHbIX TPAKTOB (FMMNepuH-
TeHcnBHbIN MP-crHan Ha T2-BU oT xmna3smbl n 3putenbHbix
TPaKTOB) — MpW aHaNn3e AaHHbIX INTepaTypbl U3IMEHEHMS
XVa3mbl U 3pUTENbHBIX TPAKTOB MOTyT HabnogaTbca npu
rpaHyneMaTo3HoM (yaule) n numdoLmuTapHOM runodusute.
B 3aBMCMMOCTY OT BOBJIEYEHHOCTU B BOCMANIUTENbHbIV NPO-
Lecc nepepHern ponu runodusa, Hemporunodmrsa u ctebns
rmunodusa paspabotaHa aHaTOMMyecKkaa Knaccudurkauma
rMnodusnToB, COrfacHO KOTOPOW, rmnodusnT noppasge-
NAT Ha ageHornnodusnt, uHGyHANOYNoHepornnoprnsnT
1 naHrunoousnt (puc. 1). NMpu nposegeHun MPT ¢ BHyTpu-
BEHHbIM KOHTPACTMPOBAHMEM B aKTVBHON ¢a3e 3abonesa-
HUA OTMEYAETCA MHTEHCVBHOE U FeTEPOreHHOE HaKoMeHne
KOHTPACTHOro npenapata ageHormnodusom (npu Bcex Ba-
puaHTax runodrsnTa), xapaktep HakoMIeHNA KOHTPACTHOrO
npenapaTa BOPOHKOW 3aBUCWT OT TuMa runopusnTa; Takxe

PrcyHOK 1.CxemaTnyHoe 1306pakeHe aHaTOMMYECKKX BapraHTOB runodpusnta. Cnesa: ageHornnodusmnT cyBennueHmem ageHornnodmnsa c Hem3ameHeHHom

BOPOHKOW rMnodusa. B ueHTpe: naHrmnopusnut ¢ yBenmueHrem ageHornnodnsa u yTonweHmem BOPOHKN rmnodrsa, ¢ OTCyTCTBUEM TUMMYHOTO APKOTO

curHana ot Hemporunodwsa Ha T1-BU. Cnpasa: nHpyHAGYNnoHenpornnodusnT C oTCyTCTBMEM APKOTO CUrHana oT Heliporunodusa Ha T1-BU, yTonweHnem

BOPOHKM 1 TpeyronbHoi aedopmauumeit runodmsa. (Chiloiro S. et al. Department of Endocrinology, School of Medicine, Catholic University of the Sacred
Heart).
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OTMEYAETCA aKTMBHOE HAKOMJIEHNE KOHTPACTHOrO Npenapa-
Ta Npuexallen TBepgor Mo3roBol 06onoukon ¢ popmu-
poBaHMeM «aypanbHOro xsoctar [5, 21].

Mpu nogo3peHun Ha runodmsnt pesynstatel MPT Takxe
no3BonalT nposect AnddepeHUmnanbHy0 ANArHOCTUKY
M VCKIIOYNTD Y NMaumMeHToB (BCeX BO3PaCTHbIX KaTeropui)
afeHoMmy runodusa, repMMHOMY 1 TMCTUOLNTO3 U3 KIETOK
JlaHrepraHca y noapoCTKOB, KpaHWOGAPVHIMOMY, KUCTY
KapmaHa PaTke n gpyrvie onyxonm xma3smasnbHO-CEeNNAPHON
0611acTV 1 BTOPUYHbIE N3MEHEHMSA TMMOTanamo-runodmsap-
HOM 006nacTu, CONpPOBOXAALWMECA TUNONUTYUTAPUIMOM
N HecaxapHbIM anabetom [4, 5].

OueHnBasi pasmepbl runodmsa, Mbl OCHOBbIBAEM-
CA Ha COOCTBEHHOM OMbITe, COMACHO HALUUM [JaHHbIM,
y 99% 300pOBbIX Nll0fEN BepTUKalbHbIN pa3mep runodusa
He npes.biwaeT 8-8,5 MM, UTO, NO HalemMy MHEHUIO, MO3BO-
NAET CYNTaTb UMEHHO JAaHHbIA pa3mep BepXHeW rpaHuuen
Hopmbl [5]. CarnTTanbHbIN 1 NOMNEPeYHbI pa3Mmepsbl B 605b-
WUMHCTBE CJIyYaeB OMPeAensloTca pa3mMepamu TypeLKoro
ceana. TonwmMHa BOPOHKM BapuabesnbHa, valle BCero oHa
HaxoauTcs B npegenax 1-3 MM, C BO3MOXHbIMK KonebaHu-
AMM B ANCTasIbHOWN 1 NPOKCUMANbHOM YacTu.

K puarHoctuyeckum Kputepusam runodursnta Takxke
MOXHO OTHEeCTVM pe3ynbTaThl AVHAMUYeCKoro Habnwoge-
HUA, Ha ¢oHe neyeHnsa (KOpTUKOCTepoudamun) oTMeyvaeT-
CA IOBOJIbHO ObICTPOE yMeHblUeHUe pa3MepoB runodusa
1 BOPOHKM (B pAfe C/lyyaeB BPEMEHHOE, C NOC/eayoWum
peumanBoMm B BUAE yBenuyeHus obbema runodusa). B otga-
NEHHblE CPOKK 3aboneBaHUs MOryT HabnogaTbca atpodus
apeHorunodmsa ¢ GopMUPOBaAHMEM MYCTOrO TYPELIKOro
cenna, Gubpo3Hble N3MEHEHUS CTPYKTYpPbl ageHorunodmsa.
OTcyTCTBME rMNEpPUHTEHCMBHOrO Ha T1-BW curHana ot 3aa-
Hell Jonu runodusa valle COXPAHAETCA U B OTAANEHHbIN
nepuogd. MNpu gMHaMnyeckom HabnaeHNN TakXKe U3MeHs-
totca pesynbraTbl MPT-uccnegoBaHma € KOHTPACTHbIM YCu-
NEHMEM, OTMeYaeTcs Cyb6TOTaslbHOE/TOTaNIbHOE CHIIXKEHNeE
HaKoMMeHUs1 KOHTPACTHOrO npenaparta afgeHorunodrsom,
BMIOTb 10 YYaCTKOB OTCYTCTBMSA KOHTPACTUPOBAHUA, UTO
06BACHAETCA HaNMuMem yyacTkoB ¢rbpo3a B CTPYKType
ageHorunodwusza [4, 5, 22].

B 2009 r. 6bina NpeanpuriHATa MOMbITKA OObEKTUBU3N-
poBaTb, CUCTEMATU3MPOBATL AMATHOCTMYECKUE KpUTEPUU
runodmrsuta no pesynstatam MPT ¢ uenbio 6onee TouHON
andoepeHLanbHOM ANarHOCTUKKU rmnodusnTa 1 ageHoMbl
runodusa u B KOHEYHOM cuyeTe n3bexaTb HEOO6OCHOBAHHOTO
XVIPYpPruyeckoro BMellaTenbCTBa. B pesynbrate 6binm onpe-
JeneHbl 8 OCHOBHbIX MPeAVKTOPOB, MO3BOJAIOLMX NPOBe-
¢t anddepeHUranbHylo AMarHOCTUKY. K HUM oTHOCUnmMCb
BO3paCT MALMEHTA, Y KEHLMH Hanuune GepemMeHHOCTH,
06bem rnmnodusa, xapakTep U CKOPOCTb HAKOMIEHMWSA KOH-
TPaCTHOroO npenapaTa, CMMMETPUYHOCTb YBENIMUYEHUS TUMO-
¢du3a, BM3yanmsauus Hempornnopusa, U3MeHeHs BOPOHKU
runodusa, U3MeHeHUe CN3MNCTON 0OO0NMOYKM B Masyxax oc-
HOBHOW KOCTU W/UNy Npuneralowmnx auerkax peletyaTom
koctu. Pesynbratel MPT npepnaranocb oueHnBaTtb no 6an-
NbHOM cucteme. [laHHbIN NoAxo4 He Hallen WNPOKOro npu-
MeHeHwus [5].

B Hawem LleHTpe Mbl TakXe yuMTbiBaeM COBOKYMHOCTb
MPU3HAKOB, XapaKTepHbIX Ana runodusnTta (ONmMcaHHbIX
paHee), U C yY4ETOM KINHUKO-N1abopaTOpPHbIX AaHHbIX CYU-
TaeM NPaBOMOYHbIM ANArHOCTUPOBATb FMMNOGU3UT NO AaH-
HbiMm MPT.
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MMno¢usnT gomKeH 6bITb 3aNOJ03PEH Y NaLUEHTOB C Ha-
pyweHnem ¢yHKUMM runodriza n/Mnm HeBPOIOTMUYECKMMU
(ronoBHaa 601b), O0dTaNbMOMOIMUYECKUMI HAPYLLUEHMAMM
(cykeHune nonen 3peHuA) nNpu TMNUYHbIX MPT-npur3Hakax
nopaxeHus runodusa. MnopusnT 0b6bIYHO AMarHOCTUPYIOT
BO BpeMsi OCTpoW da3bl, Korga NpouCXoasT yBesiMyeHve ru-
nodursa n yToneHne BOPOHKU BCIeACTBUE BOCMANMTENb-
HOro MHPUNbTPaTA, MaHNGECTUPYIOT MPU3HAKU 1 CUMMTOMbI
3aboneBaHna. XpoHnyeckasa xe ¢dasza runodursnta xapak-
TepusyeTcs HeobPATUMbIM FMMONUTYUTAPU3MOM, OOYCIOB-
NeHHbIM pa3suTuem $rbposa runodusa m BNOCIEACTBUN
CMHAPOMa «NyCToro» Typeukoro cegna [4, 5] (puc. 2-5).

JlabopaTopHasa guarHocTmKa

AYTOMMMYHHas 3TUONIOMA MEPBUYHOrO rmnodusuta oby-
CNIOBJIEHA HANMYMEM AHTUTEN K TNodU3y, B KAUECTBE MULLEHEN
AnA ayTOMMMYHHOI arpeccum paccMaTpuvBaloTCa cregytolime
aHTUreHbl: 0-eHOMa3a, FOPMOH POCTa, crieldunyHble Ais TMno-
¢duza dpaktopbl 1a n 2 (PGSF1a n PGSF2), perynstopHble dep-
MeHTbI, npoayumpyemble B runoduse (PC1/3, PC2, CPE n 7B2),
cekpeTorpaHuH ll, oTKpbITad pamka CuMTbIBaHUA XpoMocom 14
(C140rf166), cneumdruHbiii dakTop TpaHckpunuum TPIT n xo-
puoHnYecknii comatomammotpoduH (HCS). ina BbiABneHuMs
aHTUTeN K runodrsy npy nepBrYHOM rUnodusute MNCMNosb-
30BajIi HECKOJIbKO MeToavK (MMMYHOGMEPMEHTHBIN aHanus,
pasvonvraHaHbIN aHany3, UMMYHOGIOTTUHT 1 UMMYHOGbII00-
pecueHLuio), NpYYemM pPacnpoCTPaHEHHOCTb aHTUTENOMNONO-
XutenbHoro rmnodusuta coctasnsaet 11-73% B 3aBUCMMOCTY
OT TeCTUPYEMOro aHTWreHa(oB) M MCMONb3yemMon METOAMKU.
OfnHaKo posib STUX aHTUTEN HEAACHA, U OHU He cneludUYHbI As
rmnodusuTa. Hanpumep, aHtutena K runodusy 6oinm naeHTu-
dULMpPOBaHbl METOLOM HENPAMOW MMMYHOI00OpecLeHL MM
y ~45% nauueHToB C rmnodu3nToMm, NOATBEPKAEHHBIM MCTO-
NOTUYECKM, HO TakxKe Obinin 0GHApY»KeHbl B CbIBOPOTKE KPOBY
Y MaLUMEHTOB C U30JIMPOBAaHHbIM LEHTPaNIbHbIM HecaxapHbIM
anabetom (35%), repmuHoMamu (33%), HEOOCTAaTOUYHOCTbIO
TPOMHbBIX FOPMOHOB, MPOAYLIMPYEMBbIX aieHOrMnodprsom (29%),
nponakTMHomamm (27%), Knctamm KapmaHa Patke (25%), Kpa-
HuodapuHrnomamu (17%), ropmMoHaNIbHO-HEAaKTUBHbIMU 006-
pasoBaHuaAMK runodmsa (13%), comatoTponvHomamu (12%)
1y 3a0poBbIX Sitlofel (5%). OHY Takxke MOoryT ObiTb 06HapPYKeHbI
Y NaLMEHTOB C APYro ayTOMMMYHHOI NaTonormei, 0CObeHHO
NPV XPOHNYECKOM ayTOUMMYHHOM TpeouauTe [23, 24].

KnuHunuyeckni cnyyan

MaumeHT 3, 56 net, B 2017 r. mocTynun B CTauMOHap
C >Kanobamu Ha BbIPAXXEHHYIO FONTIOBHYIO OOJb, CYXOCTb KOXMU,
CHW)KeHMe Beca, notepto annetuTa. o gaHHbIM npoBefeH-
Horo obcrnenoBaHus Obin BbIABEH MaHrMMONUTYUTapPU3M:
BTOPUYHBIA runotupeos (TTI — 0,32 mMME (0,4-4,2), cBoboa-
HbIN TUPOKCUH — 4,3 nmonb/n (7,86-14,4)), BTOPWUYHbBIA F1Mo-
roHagusm (ponnukynoctumynupytowmn ropmoH — 1,81 Ea/n
(1,6-9,7), motenHusnpytowmin ropmoH — 0,591 Ea/n (2,5-11),
TectoctepoH — 0,773 Hmonb/n (11-33,5)), BTOPWYHbINA T1Mo-
Koptumsm (koptuson ytpom — 100,5 Hmonb/n (123-626),
AKTI — 22,51 nr/mn (7-66)), HecaxapHbiii AvabeT. bbino npo-
BegeHo MPT-nccnegoBaHme ronoBHOMO MO3ra, No pesyrnbratam
KOTOPOTO BbISABNIEHO MHPUIETPATUBHOE MOpaXKeHue rnnodu-
3a, XxapaKTepHoe ans rmnodusuta (puc. 6). B kKauectse neyeHus
MAaHMMNONUTYUTapr3Ma Oblila Ha3HaUYeHa 3amecTuTeNbHas Te-
panusa NeBOTUPOKCMHOM HATPUS, AECMONPECCUHOM WU FOKO-
KOPTMKOCTEPOMAAMMN.
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Ona pnddepeHumanbHON AMATHOCTUKMA C  FEPMUHO-
MO 6bln peKOMeHJOoBaH aHanu3 KpPoBu Ha B-cybbepnHu-
LUy XOPVOHWYECKOrOo FOHAAOTPOMVHa uenoBeka (B-XIY)
n a-petonpoTeuH. Mo gaHHbIM uccnegoBaHui ot 21.06.2017:
[3-XI'Y cB. meHee 2 Hr/mn (Hopma meHee 2,0), a-deTonpoTenH
1,87 ME/mn (meHee 7,29). nctnoumtos uckntoveH no KT ner-
KMX 1 Yyepena.

B cTaumoHape naumeHTy npoBoawunacb nNynbc-Tepanus
METUINPEAHM30/IOHOM MO MOoBOAY rMNodu3nTa, B CyMMmap-
HOW Jo3e meTunnpegHu3onoHa 12 r. lMocne nposeaeHHOro

Mpo6nembl sHAOKpUHONorun / Problems of Endocrinology | 21

neyeHnA nNo gaHHbIM MPT ronoBHOro Mo3ra 0TMeYeHO yMeHb-
LeHVe pa3MepoB rnnodrsa Nno CPaBHEHMIO C NPeabiayLM
MPT-nccnegoBaHnem C ymeHblUEHVEM TOSLWMHbI BOPOHKMU
runodumsa (puc. 7). MaureHT OTMEeTUN yryyLleHUe COCTOAHNA
B BUZE CHXKEHUSA BbIPaXKEHHOCTU roJIOBHbIX boneil.

OpHako cnycta 2 Hep uedanrmyeckuin CUHAPOM pe-
UMAMBMPOBaAN, MO MOBOAY Yero naumeHTOM Obin Hayat
CaMOCTOATENbHbIN MpUeM fAeKkcameTasoHa 2-4 wmr/cyT
C nonoxuTenbHbiM 3bdekTom. 17.11.2017 6bI1a NpoBege-
Ha TpaHCHa3aNbHasa TpaHccheHompanbHasas rMNOGU3IKTO-

PucyHok 2. MauuenTka K., 36 net. lumpountapHbiii runodpunsmt. Mepsuyxas MPT ot 2014 1. no noBoAy ranaktopeu 1 ronosHo 6onu: a) T1-BU, kopoHanbHbIn
cpe3; 6) T1-BU, carnttanbHbii cpes; B) T1-BU, nocTKOHTpacTHbIN KOpoHasnbHbIN cpes; 1) T1-BU, noCTKOHTpacTHbIV carnTTasbHbIi Cpes. BbiABneHbl yBennyeHne
1 audPysHana HEOAHOPOAHOCTb CTPYKTYPbI rMNodu3a, yTonleHne BOPOHKH, € ANPPY3HbIM N HEOJHOPOAHbBIM HAKOMIEHEM KOHTPACTHOIO BelecTsa.
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PucyHok 3. Ta xe nauneHTka. MPT ot 2019 r. nocne ructonoruyeckon sepronkauum: a) T1-BU, kopoHanbHbil cpes; 6) T1-BU, carutTanbHblin cpes; B) T2-

BW, kopoHanbHbIli cpes; 1) T2-BU, carnttanbHbivi cpes; a) T1-B/, NOCTKOHTpaCTHbIN KOpoHanbHbIl cpes; e) T1-BU, NOCTKOHTPACTHbIV caruTTanbHbIl cpes.

BbisiBNeHbl 6oree BbIpaXXeHHOE yBeNIMYeHne 1 HEOAHOPOAHOCTb CTPYKTYpbl rMnodursa, B TOM Ynciie 3a cyeT GopMrpoBaHnsa GUOPO3HBIX N3MEHEHNI
1N KOMMPEeCccun Xnasmbl.
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PucyHok 4. MaunenTka E., 38 net. lumpounTapHbiii runodpursmnt. Xanobbl Ha Bbipa)KeHHbIE FONOBHbIE 60NN, HapyLUeHe MeHCTPYaLK, OHEMEHWE NpPaBow

nonoBurHbl nnua. Mo gaHHbiM MPT ot 24.06.2019: a) T1-BW, kopoHanbHbIi cpes; 6) T1-BU, caruttanbHbiin cpes; B) T2-BU, kopoHanbHbIi cpes; 1) T2-BY,

carnTTanbHbIi cpes; A) T1-BW, NOCTKOHTpaCTHbIN KOopoHanbHbliA cpes; e) T1-BW, NOCTKOHTPACTHbIN caruTTanbHbli cpes. Mnodus gedpopmmpoBaH, nmeeT

BbINYK/bI BEPXHWUIN KOHTYP, CTPYKTypa ero HeofHOpPO[Ha, B LIEHTPaJIbHOM 4acTu onpefensaetca XWAKOCTHOM KOMMOHEHT pa3mepamu 5x7x5,5 Mm

(MHPYHANOYNOTMNOPU3NT); UHTEHCUBHOE KOHTPACTUPOBaHUe onpeaensaeTca no nepudpepun runodprsa. BopoHka fedpopmmposaHa, paBHOMEPHO yTOsLLEHa

[0 45 MM, HEOAHOPOAHO VHTEHCMBHO HaKariMBaeT KOHTPACTHbI Mpenapat. TUMWYHLIA CUTHaN OT 3afHen AOonW rurnodusa He onpepenseTca.
CynpacennapHas LucTepHa Cy>eHa.
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PucyHok 5. Ta e nauveHTka. Mo aaHHbiIM MPT B anHamuke ot 24.09.2019 Ha poHe Tepanum MIOKOKOPTMKOCTepouaamu B 6onblumx gosax: a) T1-BU,
KOpOHanbHbIl cpes; 6) T1-BU, caruttanbHbin cpes; B) T2-BU, kopoHanbHbI cpes; r) T2-BY, carnttanbHbii cpes; ) T1-BU, NOCTKOHTPaCTHBIN KOPOHanbHbIN
cpe3; e) T1-B/, NOCTKOHTPACTHBIN KOPOHanbHbIN cpes; ) T1-BU, NOCTKOHTPACTHBIN carnTTanbHbI cpes. Mmnodus yBennyeH, AedpopmmpoBaH, nmeeT
BbINYK/bIA BEPXHWUI KOHTYpP, CTPYKTypa ero HeogHOpO[Ha, MPU KOHTPACTHOM YCWJIEHUW OTMeyaeTcs WHTEHCUBHOE, HeOQHOPOAHOe HaKormneHue
KOHTpacTHOro npenapara. BopoHka fiepopmmpoBaHa, yTosLieHa NpenmyLeCcTBEHHO B ANCTanbHOW YacTu ([0 3,5 MM), OBHOPOAHO MHTEHCUBHO HaKanImBaeT
KOHTPacCTHbI npenapat. TMNUYHbIA CUrHan oT 3aaHen ponu rrnodusa He onpepensetca. CynpacennapHaa UMCTEPHa CyXeHa, paccToAHME A0 XUa3Mbl
1 Mmm. OTMeuaeTc akTMBHOE HaKOMJIEHWe KOHTPACTHOro npenapata Auadparmoil Typeukoro ceana. Mo cpaBHeHWIO C NPeAbIAYLLMM NCCEeA0BaHNEM
oT 24.06.2019 oTMeyYaeTcA yMeHbLUeHUe pa3MepoB runopusa.
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PucyHok 6. a) T1-BW, kopoHanbHbiii cpes; 6) T1-BWU, caruttanbHblii cpes; B) T2-BW, KopoHanbHbi cpes; r) T2-BW, caruttanbHbin cpes; a) T1-BY,

NMOCTKOHTPACTHBIV KOPOHasbHbIN cpes; e) T1-BU, NoCTKOHTPpaCTHbIN carnTTanbHbIi cpe3. OnpeaensioTcs yBenmyeHue pasmepos 1 aepopmauus runodusa,

BOPOHKa CMelleHa Knepeaw, TONWMHON 3,5 MM. [pn KOHTPACTHOM YCUNEHUN OTMeYaeTCA Bblpa)keHHaa HeOLHOPOAHOCTb HAKOMIEeHNA KOHTPacTHOro
BeLLecTBa runoprsom.
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PucyHok 7. a) T1-BW, kopoHanbHbiii cpes; 6) T1-BW, carutTanbHblii cpes; B) T2-BW, KopoHanbHbin cpes; r) T2-BW, caruttanbHbin cpes; a) T1-BY,
NMOCTKOHTPACTHBIV KOPOHanbHbIN cpes; e) T1-BU, NoCTKOHTpaCTHbIN carnTTanbHbli cpe3. OnpeaensaoTcs yMeHbLUIeHUe BEPTMKaNIbHOro pa3mepa runodursa
N U3MEHEHMe CTPYKTYPbl.
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PucyHok 8. a) T2-BW, kopoHanbHbii cpes; 6) T2-BU, caruttanbHbin cpe3; B) T1-BU, NOCTKOHTPACTHBIN KOPOHasnbHbIN cpe3; 1) T1-B/, NOCTKOHTpaCTHbIN
carutTanbHbIn cpes. CynpacennapHas LucTepHa nponabupyeT B ON0OCTb TypeuKkoro ceana. Ha ¢oHe nocneonepaLmoHHbIX M3MeHeHW rnnodus ynioLeH,
nebopMnpoBaH, BOPOHKa He yTonuieHa. TunuuHblii MPT-curHan ot Helporunodwusa He onpegensieTcs.

MUsi C NMPYIMEHEHNEM 3HAOCKOMMYECKOTro acCUCTUPOBAHUSA
no nosogy rmno$unsnTa, No pesynbrataM rMMCTONOMMYECKOro
UCCNeaoBaHUs MOATBEPXKAEH AMArHO3 NUMQOLUTAPHOTO
runodmsnTa: pparmeHT ageHorunodmrsa c yyactkamum aTpo-
¢duun, prbpo3a, ouyarosoi NMMbonIasmMoLMTapHON NHOUIb-
TpaLuu CTPOMbI C MPUMECHI0 HEUTPODUIIOB 1 303NHOGUIIOB,
OTAENIbHO PACMONIoKeHbl 2 MeNiKiX GparMeHTa rmanvHu3u-
[POBaHHOW COeANHUTENIbHOW TKaHU C 0bunbHoON numdona-
Ho nHduNbTpaumen; 3 menknx parmeHTta ageHorunodrsa
C npu3Hakamu atpoduu, ¢pubpo3sa, obrnbHoOM Nmbonnas-
MOUMTapHOWN UHOMIBTPALMK CTPOMBI.

lMocne onepatnBHoOro neyeHna no gaHHbim MPT-uccne-
[10BaHVA rofIOBHOMO MO3ra: COCTOHME NOC/e rmnopu3sKTo-
MUK, «MyCTOe» TypeLKoe ceano (puc. 8).

B anpene 2018 r. — peuunanB BbIpaxeHHbIX rOIOBHbIX
6onei, B 3TO BpemMs Mosiyyan Cinefyoulyo 3aMecTuTenb-
HYI0 Tepanuio: 1eBOTUPOKCMH HaTpuA 100 MKr B CYyTKW, Ae-
cmonpeccuH 30 MKr Ha HOYb (HeperynapHO mn3-3a ycune-
HUSA FOJIOBHbIX 6onei). Kpome Toro, naumeHT NpoaosiKan

nonyyatb filekcameTasoH 2 mr B/m 1 pa3 B 1-2 gHA. Od-
TasIbMOJIOrOM MarHOCTUPOBaHa HelponaTusa 6JI0KOBOro
HepBa crpaBa. Bo Bpema rocnutanmsauum gekcametasoH
6biN1 3aMEHEH Ha MeTUANPEeAHU30NIoOH 8 Mr/cyT, Ha poHe
yero uedanrnyeckuin CMHZPOM CHOBA Obll KynMpoOBaH.
bbina nposegeHa MPT ronoBHOro mosra, BbiiBieHa [oO-
NOMHWTENbHAA TKaHb B MPABOM KaBEPHO3HOM CUHYCE,
yTOJNiLleHNne HamMeTa MO3XeuKa crnpaBa (oTpuuaTenbHas
AVHaMNKa) — OOBEMHbIA MPoLEecc TBEPAON MO3roBoOW
ob6onouku (puc. 9).

B cBA3M € BTOPMYHBIM rmnoroHagmsmom 25.07.18 r. no-
Crne onpefeneHus YpoBHA NPoCTaT-Crneuudprnyeckoro aHTu-
reHa (0,2 Hr/mn) BbINOJIHEHA NHbBEKLMA TECTOCTEPOHA YHAe-
KaHoaTta 1000 mr. B ceHTs6pe 1 fekabpe 2018 r. npoBefeHbl
BTOpasA M TPeTbA MHbEKUMN TeCTOCTepOHa YHAEeKaHoarta.
Ha koHTponbHOM MPT-uccnepgosaHmm yepes 6 mec oTme-
TUNacb NONOXWTENbHaA AMHAMUKA B BMAE YMEHbLUEHUA
pasmMepoB AOMONHUTENBHOM TKaHN B MPaBOM KaBepPHO3HOM
cuHyce (puc. 10).
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PucyHok 9. a) T1-BW, KopoHanbHbiii cpes; 6) T1-BU, caruttanbHbin cpes; B) T2-BU, kopoHanbHbin cpes; 1) T1-BU, NOCTKOHTpaCTHbIV KOPOHanNbHbIN Cpes;

1) T1-BW, noCTKOHTpaCTHbIN carnTTanbHbl cpes; e) T1-B/, NoCTKOHTPpaCTHbIN akcnanbHbin cpe3. OTMeyatoTca nocieonepauioHHbIe U3MEHEHNA CTPYKTYPbI

runodursa, Ha GoHe KOTOPbIX B MPABOM KaBEPHO3HOM CHHYce M B 06MacTV Kpblla KAVHOBWAHON KOCTW OMpeaenseTcs AOMNOfHUTENbHas TKaHb, Npu

KOHTPACTHOM YCUJIEHUM aKTMBHO HaKamnivBalowas KOHTPACTHbIV Npenapar, BbisBAAETCA CBA3b 06Pa30BaHMUsA C YTOJLEHHbIM HAMETOM MO3XeUKa (Takxe
AKTVIBHO HaKamnIuBaloLLM KOHTPACTHbIV Npenapat) U C 060NI0UKON MEXXHOXKOBOW LICTEPHBI (CTpenKa).

Mpobnembl 3HAOKPUHONOMMN 2022;68(2):16-33 doi: https://doi.org/10.14341/probl12777 Problems of Endocrinology. 2022;68(2):16-33




REVIEW Mpo6nembl sHAOKpUHONorun / Problems of Endocrinology | 29

4

PucyHok 10. a) T1-BW, KopoHanbHbiii cpe3; 6) T1-BW, carnttanbHbiii cpes; B) T2-BU, kopoHanbHbin cpes; 1) T1-B/, NOCTKOHTPACTHBIN KOPOHaNbHbIN

cpes; A) T1-BW, nocTKOHTpacTHbIN carnTTaibHbll cpes; e) T1-B/, NocTKOHTpacTHbIN akcuanbHbil cpe3. OTMevaeTcA yTonlleHne TBePAON MO3roBoMn

060104KM B 0611aCTU NPaBOro KaBePHO3HOIO CMHYCa, B 0651aCTV Kpbina KIIMHOBUAHOW KOCTU, NPU KOHTPACTHOM YCUIIEHUM NaTONIOMMYeCKOrO HaKOMIEHNA
KOHTPaCTHOro npenapara He BbIAB/IEHO (CTpenkKa).
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JaHHbBIN KNVHUYECKNIA CyyYai noguyepKkuBaeT ToT GakKT,
YTO XUPYpPruyeckoe fieyeHne JOMKHO NPOBOAMTLCA MO Mo-
KasaHuAM.

o ntoram NpoBeleHHOrO NeYeHNA COCTOAHME NaLMeHTa
3. yIOBNETBOPUTESIbHOE, aKTUBHbIX XaNiob He NpeabABIseT,
noJslyyaeT 3aMeCTUTEsIbHYIO0 Tepanuio No NOBOAY MaHrumno-
NUTYUTapr3ma, No gaHHbiM MPT — 6e3 agrHamuku, odpTanb-
MOJIOrOM JJaHHbIX 32 HEMPOMaTUIO He NOJTyYEHO, HapYyLLEHNA
nepudepryecKknx nonemn 3peHus He BbiABIIEHO.

ANOOEPEHLUUANIbBHAA AUATHOCTUKA

B nepByto ouepenb crieflyeT OTMETWTb, YTO AN NPaBUNb-
HOW WHTEpnpeTauny CTPYKTYPHbIX M3MEHEHUN XMa3marb-
HO-cennApHOW 0651aCcTM HEOoBXOAMM YYeT KIMHUYECKOW
KapTVHbI, Pe3yNbTaTOB FOPMOHANIbHOTO 1 PEHTFEHOJOr-
YecKMx wuccrnegoBaHun. Tak, repMMHOMbBI, BO3HUKaloLune
B XMa3MasibHO-CEeMNIAPHON 06nacTy, TpyaHo anddepeHun-
poBaTb OT runodurunTa y AeTen n3-3a CXO4HbIX KITMHUYECKUX
0COBOEHHOCTEN (HecaxapHblll fnabeT + npexgeBpemMeHHoe
nonosoe passutue + fedrLynT ropMoHa pPocTa + CyXKeHue
nonen 3peHus). BaxHOCTb NpaBWNbHOM AMArHOCTUKMK 3a-
K/OYaeTCs B MPUHUUMNUANIBHO PAa3HOM fleUeHUn N ncxome
3aboneBaHuA. lokasaHHble Guoncuen ciyyan nepBrYHOro
runodursnTa KpamHe pelKkn y feTell U NoJpOCTKOB, NO3TO-
My y geter mnague 10 net repMrmHOMa JOMKHA paccmaTpu-
BaTbCA Kak Haubonee BepoATHbIN AmarHo3. Onyxonesble
MapKepbl, Takue Kak a-peTonpoTtenH, [3-4enoBeyecknini Xo-
PUOHMYECKUI FOHAZOTPOMNUH MK NlaleHTapHas LWeoYHasn
¢docdaTtaza B CMMHHOMO3TOBOW XUAKOCTU, MOTYT SIBIIATHCA
LEHHbIMW AUArHOCTUYECKMMU KPUTEPUAMU 151 ANArHOCTH-
KU repmrHombl. OfHako broncua runodurisa octaeTcs 3050-
TbIM CTaHAAPTOM ANArHOCTMKM.

CnepyeT OTMETUTb, YTO FTMMNOMNUTYUTAPU3M, ABNAIOLLMNACA
obwym npossBaeHnemM runodursnTa U repMrHOMbI, MOXET
BO3HVKaTb 3a[10/110 10 TOrO, Kak repMrHoMa byaet Busyanu-
3mpoBsaTtbca Ha MPT.

Heobxognmo nposoanTb AnddepeHLmanbHyo gnarHo-
CTUKY runo¢usnTa ¢ ageHomon runodusa n CUHAPOMOM
LllnxaHa y nayueHTOK B NOCNEPOAOBOM NepUuoge.

Mo ropMoHanbHOMY WCCNefOBaHMIO KPOBW Yy Mauu-
€HTOB C afleHOMaMN MOXHO OOHapyXuTb AeduumnT roHa-
notponuHos, TTI n AKTI, Kak 1 npu runooursnTe, ogHaKo
cnepyeT UMeTb B BUAY, YTO Npu runodursmTe HagnoYeyHu-
KOBas HeJOCTAaTOUYHOCTb ABSAETCA CaMblM PaHHMM MpPO-
AIBMIEHMEM, 3aTeM pPa3BUBAIOTCA BTOPUYHbLIV TUMMOTMPEO3
W TMNOrOHaAOTPONMHbIA TMNOFOHAAN3M, YPOBEHb COMATO-
TponHoro ropmoHa (CTI) cHuxaeTca pegko. Hekotopble
aBTOpbI NMpeanaraT NPOBOAWUTb TECT C aroOHWCTaMu [o-
dammHa npu guddepeHUnanbHON grMarHoCcTUKe runodu-
31Ta 1 NPOJSIAKTMHOM, B NOC/IefHEM Cllyyae OOHapyXuBa-
€TCA YMEHbLUEHME pPa3MepoB OMyXonun Mpu OTCYTCTBUU
nogo6Horo 3¢ ¢dekTa y nauneHTos ¢ runopusntom. Ha MPT
ageHoMa runodusa ouyeHb YacTO MPOABASETCA acKMMe-
TPUYHBIM yBENMYEHUEM rMnodur3a, UHOTAA OTKIOHEHMEM
Hen3MeHEHHOV BOPOHKM, PeiKo MOTrYyT PacnpoCTPaHATLCA
B KaBEePHO3HbIN CUHYC, TUNWYHbIN curHan Ha T1-BU oT Hen-
porvnodusa Bcerga NPUCYTCTBYET, @ NPU KOHTPACTHOM
yCUAEeHMM afieHoMa rmnodusa XapakTepusyeTca CHUMXEH-
HbIM, 3aMe[NIeHHbIM HaKOMJIeHWeM KOHTPACTHOro Belle-
CTBa OYaroMm, B TO BPeMs KaK OCTajslbHas YaCTb aleHOorumno-
¢$u3a ocTaeTcs HemsmeHeHHom [1, 5, 8].
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O6wum gns runodusnta n cuHgpoma LLnxaHa sasns-
eTCA TO, YTO OHM YacTo HabnoJalTCA B NOCIEPOLOBOM
nepuopge. CnHgpom LlnxaHa — 3TO uMwWeMUYeCKnn He-
Kpo3 runodusa u ero ctorikaa runodyHKUMs BCreacTeme
NoCNepofoBOro KpoBOTEYEHMA. ITO OCHOXKHEHWE po-
JOB CO 3HAUNTENIbHOMN KPOBOMOTEpPEeWN TakXe Ha3biBaloT
nocnepofoBbIM runonutyntapmsmom [5, 17]. TnaBHbIM
otnnumem Ha MPT ot runodusuta npu cuHgpome Lnxa-
Ha ABNSETCA yBeluyeHne pasmepoB runodursa Ha ¢oHe
remopparmyeckmx WU3IMEHEHUN; TakKXe MOXeT MpuUcyT-
CTBOBaTb OTEK 3pPUTEJNIbHbIX TPAKTOB MM xuasmbl [5, 18].
MepBble cMMNTOMBI TUNOGU3UTA NOABAAIOTCA NpenmMyLle-
CTBEHHO Ha MO3JAHUX CPOKax bepemMeHHOCTU, B TO BpeMs
Kak cuHapom LluxaHa pa3BuBaeTca B NOCNepOAOBOM Me-
pvoge. Kpome Toro, npu cuHgpome LnxaHa otcyTcTByeT
nakTauma B NOC/IepOJOBOM NEPUOAE, YTO JOBOMbHO pefl-
KO BCTpeyaeTcs npu numooumnTtapHom runosdusnte. Pas-
BMUTME CMMNTOMa «MNyCTOro» Typeukoro cegna Ha MPT npu
cnHgpome LnxaHa MoXKeT BO3HMKHYTb B 4OJIFOCPOYHON
nepcnekTtuee [12, 14].

B uenom anddepeHumnanbHas gUarHocTka MoXeT ObiTb
3aTpyAHWTENIbHA BBUAY CXOXUX NPOABMEHWI 3aboneBaHuW.
O6nA3aTenbHbIM AMArHOCTMYECKUM METOAOM SIBMSETCA Bbl-
nonHeHvne MPT c BHYTPMBEHHbIM KOHTPaCcTUPOBaHNEM BCEM
nauueHTam C nogo3peHuem Ha runodmsut (puc. 11) [13, 14].

JIEYEHUE

JleyeHne rvnodpusmTa [JOMKHO ObITb HaMpaBfieHO
Ha YMeHblLUEeHVe BOCMNaneHnsa u obbema runodusa n Ha Boc-
MOSIHEHWE WMEILLEroCs rOPMOHasnbHoro aeduunTa, BO3-
HMKLLIEro BCeACTBUE HAPYLIEHNA GYHKLUMIA runodusa.

B KauectBe MMMYHOCYMNpecCcUBHOW Tepanun npume-
HAIOT T[JIIOKOKOPTUKOCTEpPOUAbI U  UUTOCTATUKK. VMmy-
HOCYMNPECCUBHYIO Tepanuio cnefyeT Ha3HauyaTb TOJbKO
BO BpeMs OCTpoW da3bl rmnodur3unTta ¢ Lenbio YMeHbLUEHNA
BOCMaJieHns 1 obbemMa runodusa 1, Kak cnegcreue, Bo 1s-
6exaHue MPOrpeccupoBaHnia KIUHUYECKUX CUMMTOMOB.
[MIOKOKOPTUMKOCTEPOMABI PAacCMATPMBAIOTCA Kak npenapa-
Tbl 1-11 NIUHUN B KayeCTBE MMMYHOCYMNPECCMBHONW Tepannu
[1,3,4,25].

Ha gaHHbIN MOMEHT He CyLecTByeT NPOTOKONOB Befje-
HMA 6ONbHBIX C rMNodM3NTaMK, OTCYTCTBYIOT OfHO3HaYHbIe
pekomMeHAaumy Nno fo3am FIOKOKOPTMKOCTEPOUAO0B U NPO-
LOJXKNTENIbHOCTY Tepanuu.

MonoXuTenbHbIN  TepaneBTUYecKUn dPdeKT  ummy-
HOCYMPEeCCMBHOW [JIIOKOKOPTUKOVAHOM Tepanuu onucaH
B 15-41% cnyuyaeB nepBuyHoro runodusnta u B 42-64%
cnyyaeB runoduvsnTa BCIeACTBME NPMEMA UMMYHOMOAY M-
pYIOLLMX NPENapaToB.

3aperncTprpoBaHbl Cilyyar BOCCTAaHOBIEHMS CEKpe-
uvn roHagoTtponuHos, TTI, CTI, ¢yHKUMKM Helporunodmrsa
BC/IeACTBME UMMYHOCYMNPECCMBHOW TepPanuu FIOKOKOPTHY-
KocTepougamu. OgHako peunaus 3a60NieBaHUS MOXET Ha-
6niogatbcs A0 38% cniyyaeB Mocie FOKOKOPTUKOUAHOM
MUMMYHOCYMNPECCBHOW Tepanuu.

B cnyvyanax pe3ncTEHTHOCTU K MIIOKOKOPTUKOCTEPOM-
JaM 1 Npv BO3HWKHOBEHMWM MPU3HAKOB 3K30r€HHOro ru-
nepKopTUUM3Ma YCMELWHO MPUMEHAITCA LUTOCTAaTUKMY,
TaKue KaK a3aTMOMNPUH, METOTPEeKCaT 1 unKnocnopuH. Og-
HaKO OLIeHUTb OTCPOYEHHbIN TepaneBTUYECKUN 3bdekT
cnoxHo [10, 11].
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PucyHok 11. Naunentka b., 35 neT, ¢ xanobamm Ha ronoBHyo 60nb, NPMOABKY B Bece, HEUETKOCTb 3PeHNA, Xaxay. BTopuuHblil runodusmt Ha doHe

AKTT-npogyumpytoLein ageHoMmbl runodusa. Mo gaHHbeim MPT: a) T1-BU, kopoHanbHbin cpes; 6) T1-BU, caruttanbHbin cpes; B) T1-BU, nocTKOHTpacTHbIN

KOpoHanbHbI cpe3; 1) T1-B/, NOCTKOHTPACTHbIN carnTTanbHbI cpe3. OnpeaenseTca yTonweHne BOPOHKM (CTpesika), NPy KOHTPACTHOM yCUneHuu

O0TMeYaloTCA HEOAHOPOAHOCTb HAKOMIEHNA KOHTPACTHOTO BELLEeCTBA BOPOHKOW rmnodusa 1 Hanmume B CTPYKType apeHornnodusa ageHombl (NyHKTUpHasA
cTpenkKa).

Y 60MbHbIX C BTOPWYHbLIM TUMOTUPEO30M 3aMECTUTESb-
HYI0 Tepanuio ciefyeT Ha3HauaTb TOMbKO MOCE KOppeKuun
MMNOKOPTULIM3Ma, B OOPaTHOM CJlyyae MOXET BO3HUKHYTb
afaNCOHNYECKUIN KPY3 B YCITOBUAX AEKOMMEHCaUni Hagmno-
YeYHNKOBOM HepocTatouHoctn [11]. B oTHoweHun runoro-
HaZIOTPOMHOro runoroHagmnsma u ageeuunta CTI HasHauYeHne
3aMeCTUTENIbHOW Tepanun He NMoKas3aHo B ocTpyto a3y 3a6o-
neBaHNsA, OHa MOXET OblTb OTCPOYEHA 0 XPOHUYECKON da3bl
3ab051eBaHNA NOCE MIOKOKOPTUKOVAHON NMMYHOCYNPECCHB-
How Tepanun [12]. bbiNno onNMcaHO BO3MOXKHOE pa3pelLeHmre
3TWX TPOMHbIX AePULUTOB MOCIIE IIOKOKOPTUKOULHON NMMY-
HocynpeccmHom Tepanuu [13]. Y naumeHToB ¢ runopusntom
BCNeACTB/E VIMMYHOMOAYNUPYIOLWEN Tepanun 3amecTUTeSlb-
HaA Tepanus MMNOroHagu3Ma AOMKHA Ha3HayaTbCA B 3aBU-
CUMOCTM OT TWUMA HeoMsasnK, NpenapaTbl PEKOMOVMHAHTHOTO
YesloBeYECKOro ropMoHa pocTa NPOoTMBONOKa3aHsbl [1, 12, 25].

Xupyprvyeckoe nevyeHve MOKasaHoO B Clyyasx, CO-
NPOBOXAAOWMXCA CYXEHUEM MONEeN 3PeHUs, CHUXe-
HUEM OCTPOTbl 3PEeHUs, NapasMyoM YepernHbiX HEPBOB,
OTCYTCTBMEM MOJIOKUTENIBHOTO TepaneBTMYECKOro 3¢-
dbeKTa OT MefMKaMeHTO3HOIU Tepanuu. Xmpypruyeckoe
neyeHrie NO3BOMAET YCTPAHUTL KOMMpeccuio runodpmsa
Ha CTPYKTYpbl XMa3MaNibHO-CENNAPHOW 06nacTu, ofHa-
KO Habnopanca peunpns 3aboneBaHua y 25% nayuvex-
TOB MNPV AMHAMMYECKOM HabnwgeHun B TeyeHue 3 feT.
OyHKUMA rmnodmsa ynyywmnacb Tonbko y 8% nauueH-
TOB MNOC/e onepauuy, HUBEUPOBAHMUE XMA3MaJbHO-
ro CMHAPOMA TaKXKe OTPakaeTCs HU3KMM MPOLEHTOB
cnyvaes [25, 26].

CrepeoTakcmyeckas nyyeBas Tepanusa (pagnoxmpyprus)
6bina 3GHEKTUBHO MPYMEHEHa Yy HECKONbKMX MaLUeHTOB
¢ peungumsamm numdouutapHoro runodmsnta [1, 23].
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ANHAMUYECKOE HABJIIOAEHME NALUEHTOB

Y nauyueHTOB B ocTpoli ¢asze runodursnta pekomeHgy-
€TCA OLEeHMBATb rMNodu3apHy0 GYHKUMIO N afeKBaTHOCTb
3amMecTUTesIbHOM Tepanun exxemecayHo. [NNoBTopHOe npoBe-
geHvie MPT runo¢usa pekomeHZOBaHO yepes3 3 Mec nocsie
NOCTAaHOBKM AMarHo3a, ganee — Kaable 6 mec. B cnyyvae
runodursnTta, BCIEACTBME MNPUMEHEHUS WMMYHOMOZYMN-
pylowux npenapaToB C HEBPONIOrMYECKMY CMMMNTOMaMU,
pekomeHpoBaHo nposefeHne MPT runodusa exemecsu-
Ho. B xpoHuyueckon ¢dase runodusnTta cnegyer npoBoAWTb
MPT runodusa npu nosBAeHUN CMNTOMOB, YKa3blBaKLUX
Ha peuunauns 3aboneBaHus [11].

3AKNIOYEHUE

B HacToslee Bpemsi HET OOLENPUHATLIX anrOPUTMOB
NSl AMarHOCTUKN 1 BefieHns 60nbHbIX ¢ runopusntom. He-
CMOTPS Ha TO YTO rMNodr3nUT B NOC/eHEe BPeMs BblABIA-
eTCcA yalle, AMarHOCTKa 3aboneBaHUsA OCTAeTCs CJIOXKHOM
3agaveit. TpyAHOCTM ANArHOCTVKM rnnodr3nTos obycnose-
Hbl MHOrOO6pa3remM JUarHo30B CO CXOXUMU KITMHUYECKMU
CUMMTOMaMU 11 FOPMOHasbHbIMY HaPYyLIEHUAMMU, OTCYTCTBU-
€M OJHO3HAUHbIX PEHTFEHOMIOrMYECKUX NaTTepHOB. [OpMO-
HaJIbHble N PEHTITEHONOMMYEeCKMe NCCNIef0BAHMA B AUHAMN-
Ke ynpoLiaT ANArHOCTUKY rmnodursnTos, fenas ee 6onee
OYEeBUAHONM ANA KNVHULUCTOB U PEHTIeHONoroB. Mbl peko-
MeHAyem nposegeHne MPT-nccnegoBaHnA ronoBHOMO MO3-
ra C KOHTPACTHbIM YCWIIEHMEM BCEM MaUMEHTaM C HeKy-
NMpyemMbiM HECTEPOUAHBLIMM  MPOTUBOBOCMANINTENbHBIMU
cpepctBamy Ledanrmyeckum CUHOPOMOM W HapylleHuem
rOPMOHANbHOTO CTaTyca B HaMbonee paHHUE CPOKM B CBA3M
C pa3HO06pa3HbIMM BapuvaHTamy runopusnTa 1 N3MeHeHU-
€M CTPYKTypbl runodmrsa npv AMHaMmMYyeckom HabnogeHun.
B mgaHHOW cTaTbe NPOUNACTPYPOBaHbI OCHOBHbIE PeHTre-
HOMOrNYeCKre BapyaHTbl rMnodusunta C NPUBELEHNEM K-

HAYYHbI OB30P

HWYeCKOro cflyyaa nauueHTa C HeKynupyemown ronoBHOM
60s5bl0. Ha OCHOBaHMY HalWMUX [JAHHbIX Mbl PEKOMEHZyeM
noBTopHoe nposegeHne MPT ronoBHOro Mo3ra ¢ KOHTpacT-
HbIM yCUiIeHMeM B AVHaMuKe yepes 3 Mec C NOA03peHnem
Ha runodusut. CBOEBpPEMEHHasA AMArHOCTMKA runodusnTa
NMo3BONUT M36eaTb HEOOOCHOBAaHHOIO HeNpoXUpypruve-
CKOro neyeHuns.

AONOJIHUTENIbHAA UHOOPMALINA

UcTouHukn ¢puHaHcmpoBaHua. PaboTa BbINOMHEHa MO MHULMATUBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoH®nuKT mHTepecoB. ABTOpblI AEKNapupyloT OTCYTCTBME ABHbIX
N NOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3aHHbIX C NybnvKauven
HacToALWEN CTaTbM.

YyacTue aBTOpOB. BOopoHL0B A.B. — KOHUENumMA 1 gn3anH cTatby,
aHanu3 nMTepaTypbl, HanvcaHWe CTaTby, yTBEPXKAEHUE UTOTOBOro Bapu-
aHTa TekcTa pykonucu; babaesa [1.M. — KoHUenums 1 An3aiiH CTaTby, aHa-
NU3 NNTepaTypbl, HaNMcaHUe CTaTby, yTBEPXKAEHUE UTOTOBOrO BapuaHTa
TeKcTa pykonucu; Bnagnmumposa B.MN. — KoHuenuma 1 agu3aiH ctatby, aHa-
NU3 NNTepaTypbl, HaNMcaHUe CTaTby, yTBEPXKAEHUE UTOTOBOrO BapuaHTa
TekcTa pykonucy; lybosuukas T.A. — KOHUeNUuUs 1 An3aiiH CTaTby, aHa-
NU3 NNTepaTypbl, HaNMcaHUe CTaTby, yTBEPXKAEHUE UTOTOBOrO BapuaHTa
TekcTa pykonucy; laBpunosa A.O. — KoHUeNuua 1 An3aiH CTaTby, aHanu3
nuTepaTypbl, peflakTUPOBaHMeE TeKCTa, HanvCaHWe CTaTby, YTBEPXKAEHNE
MTOroBOro BapuaHTa TekcTa pykonucu; benas »K.E. — pepaktupoBaHue
TeKCTa, yTBepXKAeHre NTOroBOro BapuaHTa TeKCTa pykonucy; Mokpbiwe-
Ba H.[. — pepakTupoBaHve TeKCTa; yTBepXAeHVe NTOroBOro BapvaHTa
TekcTa pykonucu. Bce aBTopbl ofobpunu ¢uHanbHylo Bepcuio CTaTby
nepep nybnvkauven, Bbipa3uiy cornacme HecT OTBETCTBEHHOCTb 3a BCe
acnekTbl paboTbl, NOApPa3yMeBaloLLylo Hafexallee n3yyeHvie 1 pelleHne
BOMPOCOB, CBA3aHHbIX C TOYHOCTbIO UM [LOOPOCOBECTHOCTbIO NII06OI Ya-
CTV paboTbl.

Cornacve nayueHTa. lMauneHTbl LO6POBONILHO NoANUCaNY NHPOPMU-
poBaHHOe cornacme Ha NybnvKaLuuio NePCoHaNbHOM MeANLUHCKON NHdOop-
Mauum B 06e31MyeHHon popme (MMEHHO B 3TOM XypHane).
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3ABUCMMOCTb CYTOYHOU ,03bl TECTOCTEPOH-3AMECTUTEJIbHOW TEPANUN @

OT MHAEKCA MACCHI TEJIAY TPAHCTEHAEPHbIX MAUUEHTOB FtM saies’

©J1.10. Cepreea*, A.l0. babeHko

HauunoHanbHbIN MEAULNHCKNI nCcCnefoBaTeNbCKuii LeHTp umeHmn B.A. Anma3oBa, CaHkT-lNeTepbypr, Poccua

OBOCHOBAHME. OcHoBoOW BeieHNA TpaHCreHAEePHbIX NaLVeHTOB ABMAETCA UCMONb30BaHME Pa3fINYHbIX CXEM FOPMOHaNIbHON
KoppeKUmr, HeOOXOAMMBIX ANA TPaHCreHAePHOro nepexoaa v, BO3MOXHO, faNbHelLwel MOAroTOBKU K XMPYPrmyeckon Koppek-
umu. B HacTosLee BpeMs BbIOOP CTAaPTOBOW J03bl M CXEMbI OCYLLECTBIAETCA SMAUPUYECKM, UTO YISIMHAET Neprog nogbopa Tepa-
My 1 NOBbILIAET PUCK €€ OCSTOXHEHWIA. YUeT nHAMBMAYanbHbIX 0COOEHHOCTEN NaLMeHTa MOXET MOMOYb B ONTUMM3aLK Tepanuu.
LIENb. ViccnepoBaTb dpakTopbl, BAMAIOLLME Ha CyTOUHYIO MOTPEOHOCTL B CMECAX SPMPOB TECTOCTEPOHA Y TPAHCTEHAEPHbIX MYMUMH.
MATEPUAJIbl U METO/bI. [laHHOe nccnepgoBaHue apnaeTca HabniogaTenbHbIM «CllydYan-kKoHTponby. Bkniovanucb nauneH-
Tbl O Hayana TecTocTepoH-3amectTutenbHom Tepanum (T3T). BoinonHeH aHanu3 ¢akTopoB, B3aUMOCBA3aHHbIX C CYTOUYHOW
noTpebHOCTbIO NpenapaToB TecTocTepoHa. V3 nHtepecyownx ¢pakTopoB paccMOTPeHbl UHAEKC Macchl Tena (UMT), pesynb-
TaTbl aHANN30B KPOBW Ha 06LLMIA TeCTOCTEPOH U GYHKLMOHANIbHOE COCTOAAHME NeYeHn 1 noyek. lNposeaeHa oueHka cxem T3T
y TPaHCreHepHbIX My>KUnH. [1na pacyeTta ucnonb3oBaHbl popmynbl UMT 1 cpegHecyToUHO f03bl TeCTOCTEPOHa. Ha ocHoBe
Mosy4YeHHbIX AaHHbIX CieNnaHbl BbIBOAbI, MO3BOAIOLWME ONpeaenuTb Heobxogumyto cxemy T3T y pasHbIX TpaHCreHAEPHbIX
MY>UYMH Ha paHHEeM 3Tane ropMoHasibHON KOppPeKL K.

PE3YJIbTATbI. B Hawwe nccnenoBaHme 6binn BKAOUYEHbI 58 TpaHCreHAepHbIX NauneHToB FtM, KOTOpbIM Ha3Havyanucb npena-
paTbl TECTOCTEPOHA C MAEHTUYHbIM COCTaBOM. Hamu 6bina ycTaHOB/IEHa NoNnoXxuTenbHasa koppenauua mexay VIMT n poson
TecTtocTepoHa y naumeHTos Il rpynnbl (p=0,04).

3AKJTIOMEHME. B 3aknioueHve npviBefeHbl NOAyYEHHbIE CXeMbl FTOPMOHAIbHON KOPPeKUM/ TPaHCreHAepHOro nepexo-
Ja C MUHUMaNbHbIM PUCKOM BO3MOXHbIX OCNOXKHEHW. Hawm pe3ynbTaTbl NPOAEMOHCTPUPOBaNN Hanmume 3aBUCUMOCTH
mexay UMT naumeHToB ¢ M3ObITOYHOM Maccon Tena 1 oxnpeHnem u notpedHocTbio B T3T. AnA nauneHtos ¢ UMT ot 25 go
29 Kr/m? UHTEpBan MeXxay MHbeKUMAMU cmecn 3GpNpPOB TeCTOCTEPOHA He OT/IYAETCA CyLeCTBEHHO OT TakoBOrO B rpynmne
¢ UMT Huxe 25 Kr/m? n cocTaBnseT B cpefHeM 1 pa3 B 18 gHen, a B rpynne ¢ UMT=30 kr/m? nsyyeHHble npenapatbl 3¢p1pos
TECTOCTEPOHA HEOOXOAMMO Ha3HauaTb 1 pa3 B 2 Hep (14 gHen).

KJITOYEBBIE CJTIOBA: 20pMoHanbHO-3amecmumersibHAs mepanus; 20pMOHA/bHAS KOpPeKUUs NauUueHmMos8-mpaHceeH0epos; UHOEKC Maccol mesna.

THE DAILY DOSE OF TESTOSTERONE-REPLACEMENT THERAPY DEPENDENCE FROM THE BODY
MASS INDEX IN FTM TRANSGENDER PATIENTS

© Lyudmila Y. Sergeeva*, Alina Yu. Babenko

Almazov National Medical Research Centre, St. Petersburg, Russia

BACKGROUND: The basis for the management of transgender patients is the use of various hormonal correction schemes
necessary for changing the hormonal sex and, possibly, further preparation for surgical correction. Currently, the choice of
the starting dose and the scheme is carried out empirically, which lengthens the period of selection of therapy and increases
the risk of its complications. Taking into account the individual characteristics of the patient can help in optimizing therapy.
AIM: Investigate Factors Affecting the Daily Demand for Testosterone Ester Blends in Transgender Men

MATERIALS AND METHODS: This study is a case-control observational study. Patients included prior to initiation of testosterone
replacement therapy. The analysis of factors interrelated with the daily requirement of testosterone preparations was carried out.
Among the factors of interest, the body mass index (BMI), the results of blood tests for total testosterone and the functional state
of the liver and kidneys are considered. Testosterone replacement therapy (TRT) regimens were evaluated in transgender men. For
the calculation, we used the formulas for BMI and the average daily dose of testosterone. Based on the data obtained, conclusions
were drawn that allow determining the necessary TRT scheme in different trans-gender men at an early stage of hormonal correction.
RESULTS: Our study included 58 transgender FtM patients who were prescribed testosterone preparations with an identical
composition. We found a positive correlation between BMI and testosterone dose in patients of group Il (p = 0.04).
CONCLUSION: In the conclusion, the obtained schemes of hormonal sex reassignment with a minimum risk of possible
complications are presented. Our results demonstrated a relationship between BMI in overweight and obese patients and
the need for TRT. For patients with a BMI of 25 to 29 kg / m?, the interval between injections of a mixture of testosterone es-
ters does not differ significantly from that in the group with a BMI below 25 kg / m? and averages once every 18 days, and in
the group with a BMI = 30 kg / m? tested testosterone ester preparations should be prescribed once every 2 weeks (14 days).

KEYWORDS: hormone replacement therapy: hormonal correction of transgender patients: body mass index.
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ORIGINAL STUDY

OBOCHOBAHUE

B HacToslee Bpems reHaepHasa auchopusi BbIABNSETCS
NPUMEPHO y 25 MTH B3pOC/IOro HaceneHusa B mupe (oKosno
0,5%), n yacToTa O6palLeHN 32 MeANLMHCKOW MOMOLLbIO
TPpaHCreHAepHbIX MaLMEHTOB HEYKNOHHO pacTeT, YTo CBU-
[eTesIbCTBYET O BbICOKOW aKTYanbHOCTU AaHHON NPo6iemMbl.
Cpeau naureHToB C AaHHOW Npobnemoli okosio 80% npuxo-
ONTCA Ha gonto FtM — 6ronornyeckux eHLwuH, naeHtnou-
LMpYyoLMX cebs ¢ My>XCKM nonom [1, 2].

[opMOHanbHaa KOppeKkuusa naumeHTaM-TpaHCreHgepam
FtM npoBoanTtca npenapaTamy aHOPOreHOB (TeCToCTepo-
Ha). Cpean obpalLaloLMXCa 3a MOMOLLbIO — JIIOAWN Pa3HbIX
BO3PACTHbIX FPYMM, aHTPOMOMETPUYECKNX XapPaKTEPUCTUK,
yTo onpegensieT HeobxoaMMOCTb pa3paboTkn Gonee nep-
COHNMLMPOBAHHOTO BeleHVA JAaHHOW KIIMHUYECKOW rpyn-
Mbl MALMEHTOB C YYETOM aHaMHEeCTMYECKNX, Gpr3nKanbHbIX
M MPOYMX AaHHBIX, CONMYTCTBYOLWMX 3aboneBaHuUii, BO3pac-
Ta [3]. Ha cerogHALWHUI geHb HET AMHOI0 MHEHNSA OTHOCU-
TeJIbHO TOrO, Kakue MMEHHO GpaKTopbl BAMAIOT Ha 3bdeKTus-
HOCTb OfHOW N TOMN e CXeMbl FOPMOHa/IbHOW KOppeKLuuny;
a TakXe OT Yero 3aBMCUT AUHAMUKA YPOBHSA TECTOCTEPOHA
1 GM3MKaNbHBIX U3MEHEHNIA B CTOPOHY NMPOTUBOMONOXKHO-
ro nona. C Hanbonbluen 4YacToTon ANA NPoBeAeHNs TecTo-
CTepoH-3amecTuTenibHon Tepanuu (T3T) B PO ncnonb3ytoT-
¢ 3dupbl TectoctepoHa (OmHagpeH, CyctaHoH, Hebnpo).
MNpenapatbl CyctaHoH 1 OMHagpeH, KOTopbleé UCMOJb30-
Ba/iMCb B JaHHOM UCC/IedOBaHUM, UAEHTWYHbI MO COCTaBy
(cmecb 4 >¢urpoB TecTtocTepoHa: Testosteroni propionatis,
phenilpropionatis, isocapronatis, decanoatis) n ¢apmako-
ONHaMKKe: «<NNK» HacTynaet Yepes 7-10 gHen, 3aBepLueHne
3¢ddekTa Ha 14-21-11 feHb Noce uHbeKL K. B cooTBeTCTBUN
C pekomeHpauusmu EBponeiickoro o6uectBa 3HAOKPU-
HonoroB [4] TepanuA JomKHa obecneuynBaTb MOBbIEHMWE
YPOBHA TECTOCTEPOHA O LIeIeBOro AvanasoHa MY»KCKON
¢dmsmnonornyeckon Hopmol (400-700 Hr/gn).

LIENIb UCCNEAOBAHUA

WccnepoBaTh  dakTopbl, BAUAKOWME Ha CYTOYHYIO
NOTPEOGHOCTb B CMECAX 3GUPOB TECTOCTEPOHA Y TPaHCreH-
[EPHBIX MYXUUH

MATEPUAJIbl U METOAbI

Mecton BpemMsaA npoBefeHNA nccnegqoBaHna

Mecmo npogederus. CI6 IbY3 «fopoackas NOANKANHU-
Ka N2 3», nonMKnMHn4Yeckoe otaeneHmne NO 2.

Bpems uccnedosaHus. WccnepoBaHue NpoBOAWIOCH
C ceHTAbpPA 2020 r. no deBpanb 2021 1.

Nsyuyaemblie nonynaumnm
M3yyanacb ogHa nonynAauma — TpaHCreHaepHble naum-
eHTbl FtM.
Kpumepuu exkntoyeHus:
1. Bo3pacT ot 18 net n cTapue;
2. TpaHcreHaepbl FtM — 6ronornyeckme XeHLmHbl C MyX-
CKOW NonoBoN naeHTndMKaunen;
3. naumeHTbl, Npoweawmne NCUXNaTPUIECKy KOMUCCUIO,
C yCTaHOBNEHHbIM AnarHo3om F64.0;
4. nauyweHTbl, HaunHatowme T3T npenapatamm OMHagpeH
250,0 mr 1,0 mn unm CyctaHoH 250,0 mr 1,0 mn.
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Kpumepuu ucknroyeHus:
1. mauWeHTbl C abCONMOTHLIMM UM OTHOCUTENbHBIMU NPOTH-
BOMOKa3aHNAMM K Tepannmn npenapaTtamm TeCTOCTEPOHa;
2. naumeHTbl C NCUXMYECKUMUN OTKITOHEHUAMMN.

Cnoco6 popmrpoBaHNA BbIGOPKM 13 M3yYaeMoi

nonynAuuu (MMM HECKONbKNX BbIGOPOK N3 HECKONbKUX

nsy4yaembixX NONyNALMIA)

MpuYMeHANCA CNIOWHOW CNoco6 BbIOGOPKM BKIOUYEHNA
B HabnoaeHve.

AunsaiH nccnegoBaHunA

3a nocnegHve 2 roga B NONIMKAVHUKY obpatunucek 80 na-
LWEeHTOB C TpaHcreHaepHocTbio FtM, n3 Hux 58 nauneHToB
BKJIIOUEHbI B CCNIeOBaHNE, Tak Kak UM Ha3HauyeHa Tepanus
OmHagpeHom 1 CyCTaHOHOM, OCTasbHble 22 nauueHTa nc-
nonb3ytoT Hebrnpo n TpaHcaepmanbHyio popmMy npenapara
(AHaoporenb). laHHOe ucceaoBaHne — HabnogatenbHoe
«CNyYari-kOHTPONb», AMHAMUYECKOE, NPOAOSIbHOE (naumeH-
Tbl HAONOAANNCH B TeUeHune 6 Mec).

Bcem maumeHTam Ha cTapTe peKomeHOOoBancA OANHAKO-
BbIll MHTEepPBaN — 1 pa3 B 3 Hep £2 fHA NPU HEOH6XOANUMOCTN.
MNocne 2-n nHbEeKUMN y NaLNEHTOB OLLeHMBaNUCh yPOBHU Te-
CTOCTEPOHA B CPefHen ToUuKe Mexay UHbeKUMAMU 1 nepeq
cnepytolell MHbeKuren. B cooTBeTcTBUM € nabopatopHbIMK
JaHHbIMU NOABMpPancs MHTEPBaN MeXAY MHBbEKUUAMY, NPy
KOTOPOM YPOBEHb TeCTOCTEPOHa OblN B LiIeNeBOM Ainanaso-
He. 3aTem, U3MEHNB NHTEPBAS, Mbl elle Yepes 2 NHbeKL MK
OLIeHMNVN YPOBEHb TECTOCTEPOHA U MHTEPBas, U YacCTb Nauu-
€HTOB JOCTUMN LieNeBbiX 3HAaUYeHU (YacTb NaLMEHTOB [10-
CTUIMIN X YK€ Ha M3HayallbHO PEKOMEHOBaHHOM MHTepPBa-
ne), HeKoTopble NaLMeHTbl — He JOCTUIN.

B kauecTBe BepoATHbIX HAKTOPOB BAUSAHUS HA CYTOYHYIO
NoTPebHOCTb B TECTOCTEPOHE OblNIN OLIEHEHbI BO3PACT CTap-
Ta T3T, UMT, ncxopHbii ypoBeHb TECTOCTEPOHA, Hanuyme na-
TONIOTNW NEYEHUN U NMOYEK.

MeTtopabli

B gaHHOM mccnepgoBaHUM NPUMEHANCb GopMyIbl pac-
yeTa CyTOUYHOW A03bl TecTocTepoHa u VIMT, Takxke ncnosnb3o-
BaSINCb BECbI U POCTOMED.

YpoBeHb 06LIero TeCTocTepoHa ONpeaensncs 3NneKTpo-
XEMUTIIOMUHECLIEHTHBIM MMMyHOaHanm3som (ECLIA), pede-
peHCHbI nHTepBan 8,64-29 HMonb/N.

Pacuet cyTouHOM f03bl TECTOCTEPOHA:

Ho3nposka npenapata B 1,0 mn 250,0 Mr /uncno gHen,
cornacHo uHameuayanbHom cxeme T3T.

Pacuetr UMT:

Bec (Kr)/pocT (m?),

CTaTucTnyeckum aHanus

B Tabnuviuax npefcTaBneHbl pe3ynbraTbl B BUAE MeAUaHbl
(Me) n LQ; UQ — meXXKBapTUAbHbIN pa3max. B gaHHon cTa-
Tbe 2 rpynnbl NauMeHToB, pasgeneHHbix no UMT, He cBA3aHbl
Mexzy coboi, Mo3ToMy ANiA onpefeneHns 4OCTOBEPHOCTM
pasnuuuin mexgy mMeguaHamu rpynn npuMeHeH Kputepui
MaHHa-YuTtHu. Takke npumeHanca Kputepuin Kpackena-Y-
onninca AnA YCTaHOBMEHWA Pa3numa Mexay MeamaHamu
CYTOUYHOM [03bl TECTOCTEPOHA BCex 4 nogrpynn. Ana onpe-
denenua B3aumocBAsn UMT n cytouHon fosbl npenapa-
Ta TeCTocTepoHa B 2 rpynnax npumeHanacb Koppenauus
CnnpmeHa.
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Ta6nuua 1. OCHOBHble XapaKTePUCTUKN NaUNEHTOB, BK/TKDYEHHbIX B UCCnegoBaHmne

Mokasatenb

Median (Lower-Quartile; Upper-Quartile)

Bospacrt, net

NcxoaHbin ypoBeHb TeCTOCTEPOHA, HMOJb/N
UMT, Kr/m?

ANT, Ea/n

ACT, En/n

O6wuin 6uUnnpyobrH, MKMOb/n
[nioko3a, Mmonb/n

O6wWwunin xonecTepuH, MMonb/n
Tpyrnuuepngbl, MMonb/n
KpeaTnHWH, MKMOnb/n

CK®, mn/MnH/1,73 m?

21,50 (20,00; 26,00)
1,97 (1,68; 2,24)
21,90 (19,00; 26,20)
20,45 (19,00; 22,00)
20,40 (19,00;24,00)
11,55 (10,30;14,60)
4,40 (4,00; 5,00)
4,00 (3,50; 4,30)
1,00(0,98; 1,10)
64,00 (58,00; 70,00)
134,00 (126,00;141,00)

MNpumeyaHune: AJIT — anaHnHamuHoTpaHcdepasa; ACT — acnapTtatammHoTpaHcpepasa; CKO — ckopocTb Knyboukoson punbtpaumy; T3T — TectocTe-

POH-3ameCcTUTe/IbHAA TepanunA.

JTunyeckas sKcnepTusa

ITNYeCcKMn KoMuTeT pegepanbHOro rocyqapCTBEHHOrO
OI04PKETHOTO yupexaeHus «HaumoHanbHbI MeAULMHCKINA
nccnegoBaTenbCkun LeHTp um. B.A. Anmasosa» MuHuctep-
CcTBa 3papaBooxpaHeHuns Poccuinckon Oepepaumn. 3aknto-
yeHune: KoHONMKT mHTepecoB oTcyTcTByeT. [locTaHOBMAU
0ofo6puTb NPOBEAEHME HAyYHOrO KCCNefoBaHWA (HOMep
npotokona 21.10.21, gata nognucaHua 04.10.2021).

PE3YJIbTATDI

B cooTBeTCTBUM C KpUTEpUsMU OTOOPA B NCCNIelOBaHKe
6b11M BKtoYeHbl 58 nauneHToB FtM. OcHOBHble XapaKTepu-
CTUKM BKJTIOYEHHbIX NaLMeHTOB, f0 Havana T3T, npeacraene-
Hbl B Tabn. 1.

Y nauneHTOB, BK/AOYEHHbIX B NCC/Ie[OBaHNE, 3HaUYMMON
NaTo/IorMmn NeYEHN 1 NOYEK He BbIABNEHO, TakXe He BbifiBIe-
HO B3aMMOCBA3eN MeXAay napameTpamu, OTpaKkaloLWwmmm mnx
COCTOSAIHME, N CYTOUYHOW [O30M TeCToCTepoHa. Bce naumeHTbl
OblIV pa3genieHbl Ha 2 rpynnbl B 3aBUCUMOCTY OT VIMT.

22 T r

I.  Be3 n3bbITKa Maccol Tena.

Mogrpynna 1 — c geduyutom UMT (<18,5), n=20 (34%).

Moarpynna 2 — c HopmanbHbiM IMT (219 n <24), n=18
(31%).

[l. Cwn3bbiTKOM Macchbl Tena.

Moprpynna 3 — c n36biTouHbIM Becom (MMT ot 25 po 29),
n=14 (24%).

Moarpynna 4 — c oxupeHnem (MMT ot 30 go 35), n=6
(11%).

B utore Mbl IMeeM NaumMeHToB ¢ AedULUTOM 1 HOPMab-
HbIM UIMT — 65% 1 naumneHToB C U30bITOYHOW Maccol Tena
1 oxupeHuem 1-n cteneHn — 35% obuiero uncna.

Bcem nauueHTam cTapToBas Tepanus Obla Ha3Have-
Ha B pexume 1 mn OmHagpeHa/CyctaHoHa 250 mr B 3 Hef,
COOTBETCTBEHHO, CYTOYHasi ;033 TeCTOCTEPOHA Obina comno-
CTaBMMOW BO Bcex noarpynnax — median 13,15 [11,9; 17,8],
p=0,76 (kpuTepuin MaHHa-YuntHu) (puc. 1).

[na Kakgoro nayneHTa NnpoBefeHbl pacyeTbl CYyTOYHOM
[03bl TECTOCTEPOHA UCXOAA U3 NHANBMAYANIbHOW CXeMbl
T3T.

20

18
16 °

14

12

8 Median

10

O 25%-75%
T Min-Max

CyTOLIHaﬂ [A03a TeCTOCTePOHa

o N DO

1 2

3 4

lpynna no UMT

PucyHok 1. CyTouHas fjo3a npenapaTta 3¢pu1poB TeCTocTepoHa.
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Tabnuua 2. YpoBeHb 06Lero TeCTOCTEPOHA Ha NKe 1 Nepeq Cneaylowen nHbeKymen B o6emnx rpynmnax

umT Ha nuke Median (Q1; Q3)

YpoBeHb 06L1ero TecTocTepoHa, HMonb/n,

YpoBeHb 0611ero TeCcTocTepoHa, HMONb/N,
nepep cnepyiouein vHbekyuen, Median (Q1; Q3)

NMT<25 Kr/m? 38,0 [30,0; 39,75]

NMT=25 kr/m? 25,85[23,8; 29,3]

p 0,0002

22,20 [18,55; 26,90]
16,3 [13,5; 18,0]
<0,0001

Yepes 2 HbeKkuuun oT CTapTa Tepanuu NpoBefeHa oueH-
Ka YPOBHs O6LLEero TeCToCTEPOHa B aHaNM3ax KPpoBM 15l BCEX
MauveHTOB Ha NYKe AeNcTBMA npenapaTta 3G1poB TecTocTe-
poHa u nepepn MHbekuuen. B utore B nepuog T3T B Touke
MeXy WHbeKUMAMU MefraHa YPOBHA TeCToCTepoHa AnA
BCex naumeHToB coctasnsana 33,00 Hmonb/n [27,20; 39,40],
a MeAraHa ypoOBHA TeCTOCTEepPOHa nepen MHbekuuen ana
BCex naumeHToB coctasnsana 18,95 Hmonb/n [16,50; 23,90],
npu 3TOM MefjMaHa CyTOYHOW [03bl MpenapaTta cmecu 3dpu-
pOB TecToCTepOHa AnA BCEX NaumeHToB coctasnAna 14,88
[11,90; 17,80].

Takxe uepes 3 mec nocne ctapta T3T npoBefeH aHa-
N3 YPOBHA TeCTOCTEPOHA B CbIBOPOTKE KPOBU B 2 rpynnax
Ha NunKe 1 Nepeg cnegyowen Hbekumnen «Ha cnage». lony-
UeHHble pe3ynbTaTbl NpeAcTaB/ieHbl B Tabn. 2.

M3 Tabnuubl BUAHO, YTO TPyNMbl 3HAYUMO pasnuya-
NNCb MO MOKasaTeNsAM YPOBHA TeCToCTepOHa B Mepuoj
T3T Ha nuke (p=0,0002) n nepen cnegylen HbeKUNeEn
(p<0,0001) n ypoBeHb TeCTOCTEPOHa B 06enX TOYKax Obin
3HAYMMO Bbile Y MNAUMEeHTOB C HOPMAasibHOM Maccon Tena.
HaHHble pasnnuma NPouCTPUPOBAHbI Ha puc. 2 1 3.
B | rpynne «Ha nuke» felcTBUs npenapaTta 3¢rpoB TecTo-
CTepOHa OTMEYaEeTCA NOBbILLEHHbI YPOBEHb TeCTOCTEPOHa,
BbIXOZALLMNIA 32 BEPXHIOK rPaHULy GU3MONOrMyeckon Myx-
CKOW HOPMbI, B CBA3M C YeM A/1A AaHHbIX NaLNeHTOB NpoBo-
avnacb koppekumsa cxembl T3T. Takum obpasom, umeroTca
3HauMMble PasNYUA B CyTOYHOW NOTPe6GHOCTU A03 npena-
paTa TecToCcTepoHa y nauMeHToB 2-i noarpynnbl | rpynnoi.
[nAa 3Tux nayneHToB yYalle NPOBOAUTCA KOPPEKLUUA CXeMbI
T3T, uem ana naumenTos Il rpynnbl. B pesynbrate gnutennb-
HOCTb nMoabopa UHTepBana MeXxay MHbeKUUAMN, NO3BONS-

o 55 ' '
3
o 50 B — - 7
g
o 457 1
©
s La0r - -
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lpynna no UMT

8 Median
O 25%-75%
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PucyHoK 2. YpoBeHb 06Liero TeCTocTepoHa B aHasim3e KPOoBU «Ha NMKe»
[encTBMA npenapata 3¢prpoB TeCTOCTEPOHa.
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lowero nogaeprkmMBaTb YPOBHU TeCTOCTEpPOHa B LEeNeBOM
AmnanasoHe, coctaBuna 2 mec gnAa naumeHtos Il rpynnbi,
3-4 mec — gnA nauyuneHTos | rpynmnbi.

[na onpepenenna sasucnmoctun mexkay UMT n cyTou-
HOW po30M npenapaTa 3¢MpPoOB TeCTOCTEPOHa NpoBefeH
KoppenAaunoHHbin aHanu3 CnupmeHa. B | rpynne kop-
penauymn mexgy UMT n cyTouHon [O30M TeCTOCTepOHa
He 6bino obHapyeHo. B 4-n noarpynne Il rpynnbl na-
LMEHTOB C OXUpPEHUEM OOHapy»KeHa 3Haunmas MonoXu-
TeNnbHaA ymepeHHasa Koppenauma CnupmeHa: Rs=0,46,
p=0,04 (puc. 4).

[na onpepeneHua cytouHonm go3sbl ¢ yyetom UMT, uto
no3Bonuno 6bl yckoprTb Neprod nogbopa agekBaTHOM cxe-
Mbl, MALMEHTbl Kaxaol rpynnbl Obiay nogeneHsl Ha 2 noa-
rpynnbl — C YPOBHEM TeCTOCTepOHa B Lie1leBOM AMana3oHe
B 06erX TOUKax KOHTPOJISA U C YPOBHEM TECTOCTEPOHA BHE
LleneBOro AmManasoHa, 1 Obina oueHeHa CpegHecyTOYHas
[l03a B 06erix nogrpynmnax.

B rpynne | cpegHecyTouHasa go3a T3T He pasnuyanacb
CyWeCcTBEHHO MeXAay noarpynnamu, U MefvaHa nHtepsana
MeXxay uHbekumamm coctasuna 18 gHen. B rpynne Il megu-
aHa MHTepBana mexpay MHbekumamn coctaBuna 14 gHen,
U YpPOBEHb TECTOCTEPOHA Oblfl 3HAYUTESIBHO HIKXKE, UYem
B rpynne |.

B rpynne Il y nauneHTOB ypoBeHb TecTocTepoHa 6bin
3HauMTeNbHO HWXe, Yyem B | rpynne. MNpwn 3tom B rpynne |
cpedHecyTouHasa go3a TectoctepoHa T3T B nogrpynne ¢ Le-
NeBbIMM YPOBHAMM cocTaBuna 17,2 Mr/cyT (nHTepBan mexay
nHbekumammn 14-15 gHen), a B nogrpynne C ypOBHAMU Te-
CTOCTEPOHa BblLLE LileNeBoro Agrana3oHa B CpegHen Touke —
12,53 mr/cyT (nHTepBan 19-20 gHen).

30 T T
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T
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T3T Ha cnage

_ - N
O N B OO ON D
T

YpOBeHb TeCTOCTEPOHA B Nepuop

—1
2
lpynna no UMT
o Median

O 25%-75%
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PucyHok 3. YpoBeHb 06L1ero TecToctepoHa nepep cregyioLen
MHDbeKUnen.
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PucyHok 4. CyTouHas fo3a TecTocTepoHa nauueHTos Il rpynnbi.

OBCYXXAEHUE

PenpeseHTaTMBHOCTb BbIGOPOK

OueHnTb penpe3eHTaTVBHOCTb BbIOOPKU MO OTHOLUE-
HUIO K 00LLe Nonynsaumm He NpeacTaBiseTcd BO3MOXHbIM,
NMOCKOJIbKY GOpMUpPOBaHUE BbIGOPKM MPOBOAMIOCH CMIOL-
HbIM METOAOM U3 NMaLMEHTOB, HabNIOAABLUIMXCA TONbKO B rO-
POACKOW NONNKIVHUKE.

ConocTaBneHue C gpyrumu nyénnkaymamm

MN36bITOYHan Macca Tena U OXMPEeHMEe Y MaLUeHTOB
C TpaHcreHaepHoOCTbIO FtM TpebyioT 0co60ro BHUMAaHUS, Tak
KaK HaKOMJIEHMWE KUPOBOW TKaHU, OCOBEHHO BHCLIEPasIbHOM,
ABNIAETCA HE TOJIbKO PAaKTOPOM PUCKA aTEPOCKIIEPO3a 1 UHCY-
NIMHOPE3UCTEHTHOCTK, YCyrybnatoLeli B AaHHON KoropTte pu-
CKU, acCoUMMpOBaHHbIe ¢ opMUpyeMoN rmnepaHaporeHnen
Y reHEeTUYECKMX »KEHLLMH [5], HO 1 co3paeT [OMNONHUTENbHbIE
CJNIOXKHOCTW B TOPMOHAJIbHOWM KOPPEKLMM Yy TPaHCreHAEePHbIX
nauueHToB. 1o Mepe yBenuyeHna KONMyecTBa XX1MpPoBOI TKa-
HM BO3pacTaeT akTMBHOCTb apoMaTasbl, YTO BbI3bIBaeT yCue-
HMe NpeBpaLleHns TeCTOCTEPOHa B 3CTPaamnon [6]. 3To moxeT
06bACHATL O6HaPYKEeHHYI HamK B3anMOCBA3b mexay MMT
N YPOBHEM TeCTOCTEPOHa B CbIBOPOTKE KPOBM Ha OAMHAKO-
BbIX fo3ax (cxemax) T3T. 3To HeobXoAMMO YuWTbIBaTb MpU
BEAEHUN TPaHCreHAEePHbIX MNaLMeHTOB, 0COGEHHO C U36bITOY-
HOWN MacCoW TeNa U OXNpPeHMEM.

Ha cerogHAWHNI AeHb nmeeTca 6oMblUoe KOMMYecTBO
CTaTell, NOKa3bIBaloLWKMX B3aMMOCBA3b Aeduumta TectocTe-
poHa 1 Bbicokoro IMT [7, 8], ogHaKo B 4OCTYMHOM nnTepary-
pe Mbl He HalNK Ny6nuKaumii B KOTOPbIX 6b110 6bl ONMcaHo
BnvaHne UMT Ha cyTouHyto notpebHocTb B T3T. YuntbiBas,
YTO MHOrVe Apyrme ropMoHbl Ha3HayalTCA C YY4eTOM Mac-
Cbl Tena (TUPOKCWH, NHCYNVH 1 T.4.), @ TaKXKe YUuTbiBas, uyTo
Nno mepe yBeIMYeHNA KONMYECTBa »KUPOBOW TKaHN BO3pac-
TaeT aKTMBHOCTb apoMaTasbl, KOTOpas Bbi3blBaeT yCUNEHNE
npeBpaLleHns TeCTOCTEPOHa B 3CTpaauon, 66110 6bl ormy-
HO NPeAnoNoXnTb Hannure cesasu MT c cyTouHom noTpeb-
HOCTbIO TeCTOCTEPOHA.

Orpaqueva ncanegosaHnA
OrpaHunyeHUsMU nCCNiefoBaHNA ABAATCA npobne-
Mbl C Penpe3eHTaTNBHOCTbIO BbIOOPKY B OTHOLIEHUUN 06-

wen nonynauum (copmMrpoBaHa TONbKO 13 MNALMEHTOB,
obpatmBwwuxcs B CM6 NbY3 I'M 3 MO 2) n ee HebGONbLWON
06bem.

HanpaBneHusa ganbHelwnx ncciegoBaHui

M3yuutb gononHutenbHble GpakTopbl, BAUAOLLME Ha CY-
TOYHYIO NOTPEBHOCTb TECTOCTEPOHA AJ1A MALUMEHTOB C fedu-
LUTOM, HOPMasIbHOM MacCOW Tena 1 oXupeHnem. Ha gaHHbin
MOMEHT Mbl MOXKEM NULLb NpegnonaraTb, YTO Ha CYTOYHYIO
NOTPe6bHOCTb BAUSET aKTMBHOCTb apOMaTasbl, MO3TOMY He-
06X0AMMbI UCCNeQoBaHNA C OLEHKOW ee aKTUBHOCTU AJis
YTOUHEHUA MeXaHW3MOB BbIABMAEHHbIX pa3nuumi. Ewe op-
HUM Ba)XHbIM GAKTOPOM, KOTOPbIN MOXET CrnocobCcTBOBaTb
MOBbLILWEHNI0 Maccbl Tena [9] 1 noBbiwaTb MOTPEOHOCTb
B T3T, asnaetca nonumopdmram AR CAGn [10, 11].

3AKNIOYEHUE

Hawwn pesynbratbl NPOAEMOHCTPUPOBANM Hanuuune 3a-
BUCMMOCTU Mexay UMT y naumeHToB € N36bITOYHOMN Maccom
Tena u oXupeHnem n notpebHocTbo B T3T. Ans naumeHToB
¢ IMT ot 25 pgo 29 kr/m? uHTepBan Mexgy WHbeKLMAMM
cmecun 3¢UPOoB TECTOCTEPOHA HE OT/INYAETCA CYLIeCTBEHHO
OT TakoBoro B rpynne ¢ UMT Huxe 25 Kr/m? 1 cocTaBnser
B cpeaHeM 1 pa3 B 18 aHelt, a B rpynne ¢ UMT=30 kr/m? nsy-
YeHHble npenapaTtbl 3GprPOB TECTOCTEPOHA HEOOXOAUMO Ha-
3Hauatb 1 pa3 B 2 Hep (14 gHewn) 4nA [OCTUXKEHUA LIeNeBOro
YPOBHA TeCTOCTEPOHa.

Mo pe3ynbratam nccnefoBaHMA YCTaHOBMEHA B3auUMOC-
BA3b mexay VIMT n cpegHecyTouHOM [030M TeCTOCTEPOHa
y MaUMEeHTOB C U3BGbITOYHOW Maccol TeNla N OXNPEHUEM —
yem Bbiwe VIMT, Tem Bbile NOTPeOHOCTb B CYyTOUYHOM [O3€e
TECTOCTEPOHA, HEOOXOAMMON AfA [OCTUPKEHUS LIeNIEBOro
YPOBHA TeCTOCTEPOHa B KPOBW.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHmMA. PaboTa BbiMoOsHEHa MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoHpnuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 NOTeHLMasbHbIX KOHGIMKTOB MHTEPECOB, CBA3aHHbIX C NMy6nvKaLumen Ha-
cToALWEen cTaTbu.

Mpo6nembl s3HAOKpUHONOrnn 2022;68(2):34-39

doi: https://doi.org/10.14341/probl12829

Problems of Endocrinology. 2022;68(2):34-39



ORIGINAL STUDY

Yyvactue aBTopoB. Cepreesa J1.I0. —— no 1 1 2 KpUTepraM — INYHbIN
1 OCHOBHOW BKJ1a[ B HanucaHne BCel CTaTby, KOHLENLWIO 1 AV3aliH nccneno-
BaHUA, a TaKXKe NoNyYeHre 1 aHann3 AaHHbIX, IHTEPrpeTaLmio pesynbTaTos,
COCTaBneHve TabnuL, PUCYHKOB U rpadUKoB, No 3 Kputepmio — opopmreHne
duHanbHON Bepcum, No 4 KpUTEPUIO — COracHa HeCT OTBETCTBEHHOCTb
3a BCe acnekTbl pabotbl; babeHko A.D. — no 1 KpUTEpMIO CyLLEeCTBEHHDIN
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BK/aA B KOHLENLUMIO U AM3aiiH UCCIe[0BaHMA, MO 2 KPUTEPUIO — BHECEHME
B PYKOMWCb CyLECTBEHHON NPABKU C LIEMbio MOBbILLEHWA HAYYHOW LIEHHOCTM
cTaTby, 3 KpuTtepuii — ofobpeHvie GrHaANBHOM BepcUn pyKonucy, 4 Kpute-
pwii — cornacme HECTU OTBETCTBEHHOCTb 3a BCE acrneKTbl paboTbl, nogpasy-
MeBaloLLYI0 HaZ/Iexalliee N3yyeHUe 1 peLleHie BOMPOCOB, CBA3AHHbIX C TOY-
HOCTbIO U AOBPOCOBECTHOCTBIO NOOOI YacTy PaboTbl.
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NMPOBJIEMA NPUMEHEHNA TOPMOHAJIbHOW TEPANUIN, HAMPABJIEHHOW

HA KOPPEKUMIO NOJIA, TPAHCTEHAEPHbIMU IULLAMU NO COBCTBEHHOW
MHULUWNATUBE

© E.B. MakapoBa'?*, H.B. ConoBbeBa', C.A. KpemeHunuKas'

'HayuHblli LLeHTp NepcoHanm3npoBaHHo MeauLmnHbl, MockBa, Poccus
2HauunoHarnbHbI HayuyHO-UCCNefoBaTENbCKUN MHCTUTYT 0bLLecTBEHHOTO 380poBbsa UM. H.A. Cemaluko, MockBa, Poccua

BBELAEHUE. B nocnegHue rofibl 3HauMMo BO3POC 3anpoc Ha GeMUHM3NPYIOLLYI0 Y MAaCKyTMHU3MPYIOLLYIO FTOPMOHaNbHYH0
Tepanuio cpean TpaHCreHAepHbIX Nofen Bo Bcem mupe. B Poccum oTcyTcTBYIOT NOJ0o6HbIE NCCejoBaHWA, U KONIMYECTBO
MeAVLMHCKON MHbOPMaLMK O MONYNALUY TPaHCreHAePHbIX UL, OrpaHUYeHo.

LIENIb. OueHnTb KONMUYeCTBO TPaHCreHAEPHbIX NaLMEeHTOB, KOTOPble MPMHUMAIOT FOPMOHasbHYto Tepanuio 6e3 HazHaueHuA
Bpauya, a TakXe JaTb XapaKTepUCTUKY MCMONb3yeMbIM UMW NpenapaTam.

MATEPUAJIbl U METOAbI. B aHanu3 6binun BKAOYEHbl AaHHble 1117 TpaHcreHAepHbIX NauneHToB (44,01% (n=515) n3 Hux
ObIIV TPaHCreHAEePHbIMY XeHLWMHaMK, 55,99% (n=630) Obinn TpaHCreHAePHbIMU MYy>XUMHaMK), 06paTUBLLMXCA B «HayuHbIN
LeHTP NepCcoHann3MpoBaHHON MeaALIMHbI» C Liefibio MOoyYeHnA MeaULMHCKOW MOMOLLN.

PE3YJIbTATbI. Ha MmomeHT o6palleHnsa 3a MeLMHCKOM NMOMOLLbIO MOJIOBUHA TpaHCreHAepHbIX nauneHToB (53,6%) yxe
NPUHMManNM ropMoHasnbHble NpenapaTtbl — Yalle TpaHCreHAepHble XeHLWuHbI (76,7%), pexe TpaHCreHAepHble MYMXUUHbI
(32,3%). K sHOOKpMHONOraM 3a HasHaueH1eM Tepannn Npu 3Tom obpaLLanncb ToNbko 8,6% m3 H1UX. MHorve nauneHTbl Npu-
MEHSAIOT HeNMLEH3UPOBaHHble CPeCTBA, UCMOMb3YT HepaLMOHalbHble CXeMbl U KOMOMHaLMK, 3a4acTyto BCTpeYyaeTca ne-
pefo3npoBkKa.

3AKJTIOMEHME. 3HaunTenbHaa YyacTb TPaHCreHAEPHbIX NI0AEN HAaUMHAOT NPUMEHATb 3aMeCTUTESIbHYI0 FOPMOHasbHYIO Te-
panuio no cobcTBeHHON MHULMaTUBE, 6e3 KOHTpoNA Bpauei. PeleHnem gaHHol npobaembl mornu 6bl ObiTb NOBbILEHWE
YPOBHSA 3HaHWI Bpayel 1 nauMeHToB Ana GopM1poBaHNA OBEPUTENbHON Cpefbl U NPOLYKTUBHOMO B3aMOAENCTBUA MeX-
[y TepaneBTamu, SHAOKPUHOAOraMm 1 TPaHCreHAePHbIMU JII0AbMM, @ TaKXKe OpraHmn3auma KOHCYbTaTUBHbIX LLEHTPOB B pam-
Kax rocyflapCTBeHHbIX MEAULIMHCKUX YUpeXXKAeHWI.

KJTIOYEBBIE CJIOBA: mpaHczeHOepHoe 300po8be; 3amecmumersibHAs 20pMOHAJIbHAA mepanus; mecmoCcmepoH; 3CMPO2eHbl; MACKyIUHU3d-
yus; pemuHu3ayus.

THE PROBLEM OF THE USE OF HORMONAL THERAPY AIMED FOR SEX CORRECTION
BY TRANSGENDER PERSONS ON THEIR OWN INITIATIVE

© Ekaterina V. Makarova'2*, Nadezhda V. Solovieva', Svetlana A. Kremenitskaya'

Scientific Center of Personalized Medicine, Moscow, Russian Federation
2N.A. Semashko National Research Institute of Public Health, Moscow, Russian Federation

BACKGROUND: In recent years, the demand for feminizing and masculinizing hormone therapy has increased significantly
among transgender people around the world. There are no such studies in Russia and the amount of medical information on
the transgender population is limited.

AIM: to assess the number of transgender patients who take hormone therapy without a doctor’s prescription and to char-
acterize the medicines they use.

MATERIALS AND METHODS: data from 1117 transgender patients were included in to analysis: 44.01% (n=515) of them
were trans women, 55.99% (n=630) were trans men. Patients applied to the “Scientific Center for Personalized Medicine” in
order to receive medical care.

RESULTS: Half of transgender people (53.6%) are already taking hormonal drugs. More often transgender women (76.7%),
less often transgender men (32.3%). In this case, only 8.6% turned to endocrinologists for the therapy prescription. Many
patients used unlicensed drugs, use irrational schemes and combinations, often overdose.

CONCLUSION: A significant number of transgender people start using hormone replacement therapy on their own initia-
tive, without the doctor’s supervision. The solution to this problem could be incensement of knowledge level in doctors and
patients to create a friendly environment and productive interaction between therapists, endocrinologists and transgender
people, as well as the organization of consulting centers within public medical institutions.

KEYWORDS: transgender health; hormone replacement therapy; testosterone; estrogens; masculinization; feminization.
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BBEJEHUE

B nocnepgHue rogbl Bo Bcem Mupe n B Poccuiickon Qepe-
pauny B YaCTHOCTW MPOUCXOAUT MOBbIWEHNE obpallaemo-
CTU 3a MeAULMHCKOW NOMOLLbIO TPAHCTEHAEPHbIX U reHaep-
HO-HeKOH$popMHbIX niogen [1, 2]. MNo oueHKaM HegaBHEro
nemorpaduyeckoro uccnegosanmda, B CLUA 0,39% (okosno
MWISIMOHA YENOBEK) UAEHTUOULMPYIOT Ceba KaK TpaHCreH-
nepHble noan [3]. OgHaKO UCTMHHAA PacNpPOCTPaHEHHOCTb
MOXeT 6bITb 3HaunTeNbHO Bbiwe. Miccnegosarme GIRES yka-
3biBaeT undpy 1% cpean B3pocioro HaceneHus Benuko-
6puTaHun [4].

CornacHo onpepeneHunto BcemmpHon lMNpodeccroHans-
Hol Accoumaumm TpaHcreHgepHoro 3poposbA (WPATH),
reHgepHas gucoopus (I; aHrn. gender dysphoria) — 310
ONCKOMOOPT WU ANCTPECC, BbI3BAHHBIA PACXOXKAEHUEM
MeXAy reHaepHOM NOEHTUYHOCTbIO YenloBeKa M NpunmcaH-
HbIM eMy MPY POXAEHUN MOSIOM, CBA3aHHOWN C 3TMM reHpep-
HOW POJIbO, MEPBUYHBIMU U BTOPWYHBIMU MONOBLIMU MpPU-
3HaKamu [5].

Kak 1 nobon XxpoHnYecknin ctpecc, auchopus 3Hauu-
MO CHUXaeT KauyecTBO uM3Hu (KXK) niogen n ypoBeHb mnx
coumnanulauuu [2-4]. Ana cHuxenua [l Takum nayueHTam
noka3aHo reHgepHo-apPrpmaTmBHOE neyeHne, a IMEHHO:
XNpypruyeckas Koppekuusa v 3aMecTuTenibHas ropMOHasb-
Haa TepanuA (3I'T), 4To NOMoraeT NPUBECTU TENO YesloBe-
Ka B XKenaemblii BUA U 4OCTUYb FaPMOHNK C COOCTBEHHBIM
nonom [3-5]. Mpouecc akTUBHbIX M3MEHEHUN Y TaKKX NnL
NPUHATO Ha3blBaTb «Mnepexofom» (aHrn. transition). Ha-
KOMJIeH AOCTAaTOYHbIA OOBbEM HayUHbIX AaHHbIX, KOTOpbIe
[EeMOHCTPUPYIOT, 4YTO reHaepHo-addMpPMaTUBHbIE MPO-
uefypbl YNyyllalT KauyecTBO KM3HW TPaHC-NMaLUEHTOB,
CHVXKAIOT TPEeBOry, Aenpeccuio, MOBLIWAIT COLMabHYIO
1 GM3NYECKYI0 aKTUBHOCTb, CHUXKAIOT YaCTOTY MOMbITOK Cy-
nUMAoB B 3TON nonynAauum [3, 5], KoTopasa B C/iyyae HeoKa-
3aHKMA nomolLum gocturaet 41% [6].

OTMeTVM, YTO TEPMMH «TPAHCCEKCYyanu3my», Gpurypupy-
towurn B MKB-10 nog kogom F64.0, Ha cerogHAWHNN AeHb
CYMTaAEeTCA yCTapeBLWMM U CTUrMaTusnpyowmm [7]. B Hosow,
11-n Bepcun MKB paHHbI AMArHO3 UCKIIIOYEH M3 Knaccu-
drKaunn, BMeCTo Hero A06aBNEHO MOHATME «reHOepHoe
HecooTBeTcTBUe» (aHr. gender incongruence), KoTopoe
OTHECEHO B pa3fes «COCTOAHUA, CBA3AHHbIE C CEKCYallbHbIM
300poBbem» [7].

MockonbKy 3anpoc Ha reHgepHo-apdrMpMaTBHYIO Me-
OVUMHCKYI0 nomolb 1 Koppekuuto 3IT ¢ KaxabiM rofaom
TOJNIbKO BO3pacTaet [2-4], BpauebHoe coobLwecTBo, 1 B Nnep-
BYIO Ouepeab SHLOKPUHONOMY, OMKHBI ObITb rOTOBbI pabo-
TaTb C TPAHCreHAEPHbIMU OAbMU, KOTOpble, 6E3yCNIOBHO,
MMEIOT CBOE MPaBO Ha 3[0POBbe HapaBHE C OCTasibHbIMU
rpakgaHamm.

Ha cerogHAwHUN geHb gedbnuumT uHbopmMaumm 1 cpeamn
MeOULMHCKOrO MepcoHana, u Cpean CaMmmx TpaHCreHaep-
HbIX ntogen GopMUpPYeT Cepbe3Hblii Bapbep, CHUXKALWMIA
JOCTYMHOCTb 060N MeMLMHCKOW MOMOLM B 3TOW nomny-
naymmn. boAcb CTONKHYTbCA C HEKOPPEKTHBIM ObOpaLleHnem
B YC/TIOBUAX FOCYAAPCTBEHHOW CUCTEMbI 31PAaBOOXPaHEHUS,
MHOTVe TpaHCreHAepPHbIE NIOAN OTKNaAbIBalOT NOXod K Bpa-
Yy, B TOM YMC/le NO BONPOCaM, He CBA3AHHbIM C <MePEXOAOM.
C [pyron CTOPOHbI, AaXe ToNepaHTHbIe JOKTOPa, CTaNIKMBa-
ACb C TaKNMW MauUMeHTaMu, MOTyT OKa3aTbCA HeJOCTaTOYHO
MHGOPMMPOBAHbBI AN OKa3aHWA MOMOLLY, MOCKOSbKY AaH-
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HaA TeMa He BXOAWUT B MPOrpaMmMbl 00pa3oBaHUA B Meau-
LMHCKUX By3ax [8].

CornacHo npwukasy MwuHucTepcTBa 34paBOOXPaHEHUsA
Poccuiickon Qegepaumm ot 23.10.2017 N2 850H «O6 yTBEPX-
AeHunn GopMbl M NopsiaKa Bbldaun MeAVLIMHCKOW OpraHu3a-
uMen JOKyMeHTa 06 n3meHeHuu nona» ot 2 pespana 2018 r.,
Nnonyuntb paspelleHre Ha CMeHY reHAEpPHOro Mapkepa
B JOKYMEHTax 1 AanbHenwmne adpdurpmaTrBHbIe NpoLeaypbl
BO3MO>KHO MO AOCTVXKeHUN 18 neT, nocne yTBep>KAeHUA Au-
arHo3a F64.0 komuccmen, CoCToAWEN N3 NCUXMaTpa, CEKCOo-
nora v ncuxonora [9].

B npeane mapwpyT TpaHCreHAepHOro naLmneHTa HauyMHa-
€TCA C KOMUCCUWN NCUXMATPOB, KOTOPaA UCKITIOYAET TAXenble
NCUXNYECKNEe PacCTPONCTBA Y KOPPEKTMPYET COMYTCTBYIO-
Wre KoMmopbuaHble COCTOSHWA, NOCNe Yero nauneHT obpa-
WaeTca K SHAOKPMHONoram u xupypram. OgHako peasnbHas
KapTUHA MOXET 3HAUMTESIbHO OT/INYATbCS OT GOPMaAJIBHOrO
nopsaKa BeLlen.

TpaHCcreHOepHbIN YENOBEK XMUBET C cuNbHO aucdopmrei
N UCMbITbIBAET »KeJTaHME NPUBECTU BHELWHWI 00MNK B COOT-
BETCTBUE C COOCTBEHHBIMM NpeacTaBneHnsamm o cebe. OgHa-
KO MNPV HU3KOM JOBEPUM K CUCTEME 3PaBOOXPAHEHNA U He-
JIOCTaTOYHOW KBanuoukauumy Bpayeln Takue JIlogu UMET
OrpaHMYeHHbIN JOCTYN K MeANLMHCKON NOMOLLN.

OkasaBWNCb B TaKOW CUTYaUuW, MHOTME TpaHCreHaep-
Hble nMogu nNpuberalT K Havyany ropmoHoTepanuu no cob-
CTBEHHOW MHULMATUBE ANA CHUXKeHUA aucdopun. B Takom
CLEHapUK CTapT Tepanuu NPoucxoanT 6e3 HasHaueHUn Bpa-
Ya, Ha OCHOBaHUW NHPOPMALNN N3 UHTEPHETA WM COBETOB
Apy3en, n3 coobpa)keHUn GMHaHCOBOW BbIrOAbl, HO He be3-
OMacHOCTU 1 PaLMOHaNbHOCTU. BblbpaHHble ana Tepanuu
npenapaTtbl MOTyT NPYOOPeTaTbCA NOMYyNerajabHO, HE UMETb
Hagnexallen cepTuduKaLm n OTHOCATCA K Kateropum 6ro-
NornyecKkmn akTuBHbIX gobasok (BA[) [10].

M3BeCcTHO, UTO ANUTENbHOE HepauMoHanbHOe npuMe-
HeHMe MpPenapaToB 3CTPAAMONA MOXET MPUBOAUTb K K-
nepkoarynauum n passutuio Tpombo3os [11], otekam [12],
MOBbILLIEHNIO MPOJIAKTVMHA U BTOPUYHBIM aieHOMaM runou-
3a [13], cnopHbIM OCTaeTcA BOMNPOC O Pa3BUTUM OHKONOIU-
yeckux 3abonesaHuii [14], B Tom uncne paka rpyau [15, 16].
Mepeno3npoBKa NpenapaTtaMmm TeCTOCTEPOHA, B CBOK Oye-
penb, accoLMMpoBaHa C MOBbILEHVEM FeMAaTOKPUTA U TPOM-
6okpuTa [17], apTepranbHon runeptoHuei [18], nHcynrHo-
pe3ncteHTHOCTbIO [19], akHe [20], pa3BuUTMEM MONMKNCTO3a
ANYHMKOB 1 paKa Wenkn maTtku [12, 14]. C yyeTom BCero Bbl-
LLIeCKa3aHHOTO, He Bbi3blBa€T COMHEHUI ONacHOCTb UCMOJIb-
30BaHUsl FOPMOHAJIbHOW Tepanuu no CO6CTBEHHOW NHULM-
aTMBe, MOCKOJIbKY OTCYTCTBME HagJfiexallero BpayebHOro
KOHTPONA HeCeT cepbe3HbIl PUCK ANA 340POBbA MONOAbIX
paboToCcnoco6HbIX Noaei.

Mpobnema  UCNONb30BaHMA  MaCKyIUHU3UPYIOLLEN
n demmHusnpyowen 3T No CBOEN MHMLMATMBE XOPOLIO
N3BECTHa BO BCEM MUPE, OAHAKO UCCefoBaHWiA, NOAPO6HO
OCBeLaoLWmxX 3TOT BONPOC, HEMHOro. B amepmKkaHckom nc-
cnepgoBaHun Xavier J. et al. (2000) roBopsiT o Tom, Uto 58%
13 o6LLeN BbIGOPKM TPaHCreHAEPHbIX NALUNEHTOB KOraa-nn-
60 NPUIMEHSINN rTOPMOHaJbHbIE NpenapaTbl 6e3 Ha3HaueHus
Bpaua [21], cpean HMx noutn 60% TpaHCreHOepHbIX »eH-
wuH (male-to-female, MtF) n 22% TpaHcreHAEePHBIX MYXUUH
(female-to-male, FtM) [22]. B nccnegoBaHun, npoBegeHHOM
B Ymkaro, 71% MtF coobwwmnm o camocToATeIbHOM COCTaB-
NEHNN CXeMbl FOPMOHanbHoW Tepanuu, a B CaH-OpaHumcko
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29% MtF n 3% FtM coobwwmnn o6 ucnonbzoBaHum 31T
Nno cobCcTBEHHOW MHMLUMATMBE 3a nocinegHne 6 mec [23].
WccneposaHue, Kyga 6bin BkitoueHbl MtF, npoxkusatowme
B Hblo—l7lopKe, nokasasno, yto 23% npuHMMann Tepanuio,
cocTaBnieHHylo 6e3 yyactus Bpayva [24]. Rotondi N.K. et al.
(2013) n3yunnn nonynayuio TpaHCreHaepHbIX NnL B KaHa-
ne [8], kyna Bownu 433 nauuneHTa (47,2% MtF, 52,8 FtM),
26,8% 13 HUX Koraa-nnbo npuHmmManu 3I'T no co6CcTBEHHON
uHuuymatmee. Mepham N. et al. (2014) 6bino0 NpoBeaeHo
nccnefoBaHMe C Lenblo aHanm3a MCTOYHUKOB MOJyyeHus
rOPMOHANbHbIX CPeACTB TPAHCreHAepPHbIMU nuuaMmn B Be-
nukobpuTaHnu. Mo nx gaHHbIM, 69% nauMeHTOB Nprobpe-
Tanu npenaparbl Yepe3 VIHTepHeT 6e3 HanMuua peuenTa,
22% nonyyanu peLenTbl B YaCTHbIX KNNMHUKaX, 6% — oT Apy-
3eil 1 Tonbko 3% — OT CBOero TepaneBTa (Bpaya obuier
npakTrku) [10].

B Poccunm oTcyTCTBYIOT nOAO6GHbIE  MCCefoBaHNA,
N KONIMYECTBO MELVLUHCKOW MHpOpMauuy O nonynsumu
TPaHCreHAEepHbIX N1y orpaHmyeHo. lpu 3Tom pacTywmn
3anpoc Ha reHaepHo-addUpmaTMBHBIE NpoLeaypbl Tpeby-
€T U3y4YeHUss NpobnemMbl AiA Nydyllero NOHWMAHWA, Kakum
06pa3oM CUCTEMA 30PaBOOXPAHEHNA MOXET MOMOYb STUM
naymeHTam.

LIENb UCCNEAOBAHUA

OuUeHNTb KONMYECTBO TPAHCreHAEPHbIX NMaLMEHTOB, KO-
TOpble MPVHUMAIOT FOPMOHANbHYIO Tepanuio 6e3 HasHave-
HUA BPaya, a TaKkKe [aTb XapaKTEPUCTUKY WCMOSb3yeMbIM
UMW NpenapaTtam.

MATEPUAJIbl U METOAbI

bbin npoBefeH peTpoCneKTUBHbIN aHanu3 KapT naumeH-
TOB C ;UArHO30M «TpaHccekcyanusm» (F64.0), o6paTmBLLMX-
€A B «HayyHbIN LeHTp nepCcoHan3vpoBaHHON MeanLMHbI»
(HLIMM) r. Mocksbl ¢ sHBaps 2014 no anpenb 2021 IT. ¢ ue-
NbI0 MONYYEHUA MEAVNLVNHCKON MOMOLLM.

[unsainH nccnefoBaHMNA: PETPOCNEKTMBHOE onncaTeb-
HOe nccnefoBaHNe O4HOMOMEHTHOrO Cpesa.

MepemeHHble. bbiy NpoaHanm3npoBaHbl 06LLee Ko-
NMYecTBO OOpaLLEHUN, KONMUYECTBO OOPATUBLIUXCA Na-
LUMeHTOB, Bo3pacT obpalleHusa 3a addrupmaTviBHON Mo-
MOLLbIO, AaHHble aHaMHe3a »M3HW (BO3pacT OCO3HaHMWA
TPAHCreHAEPHOCTN, MPUHATUSA Cebsf TPaHCreHAepHbIM
YyenoBeKOM, BO3pacT MepBbiX LWAroB Mo CMeHe Mona),
JaHHble dapMaKoNIormyeckoro aHamHesa (dbakT npuema

Ta6bnuua 1. XapakTeprcTuka naymeHToB
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beMuHU3UpYIOLWENn UM MaCcKyIMHU3NUPYOWen FopMo-
HafibHOW Tepanuu [0 obpalleHus B KIWHUKY, CPOK Npu-
ema npenapaTtoB, ¢pakT obpalleHus K SHLOKPUHONOram
3a HasHayeHuem Tepanuu, npenapatbl U UX [O3MPOBKM
Ha MOMEHT oOpalleHUs B KIWHUKY), Hanmume OCJIOXKHe-
HUM Ha GOHe rOpPMOHanNbHOW Tepanuu.

XapakTepucTuku rpynnbl. CpeHUiA Bo3pacT obpatie-
HUA cocTaBun 26,5 roga (ot 15 po 65 neT). Ana MtF: 28,3 roga
(ot 15 po 65 ner), ana FtM: 25,2 roga (o1 16 go 52 ner). Owy-
WweHnA ceba NMLoM He CBOEro nosa imbo oTpuruaHne nona,
MPUMMCAaHHOTO MPU POXAEHMU, OOMBLINHCTBO MALMEHTOB
OTMeuYanu c AeTcTBa: B cpegHem ¢ 9,5 roga (ot 2 po 45 nert).
311 undpbl HE COBMAAAIOT C KNACCUYECKMM NPEeACTaBNEHU-
AMN OTEYECTBEHHOW NCUXMATPUW, rae BO3PacT OCO3HaHUA
o603HayeH Kak 3—-4 roga [25].

MepnaHa Bo3pacTa NpuHATUAA cebsA TpaHCreHAepHbIM
yenoBekom npuxoaunacb Ha 18,04 roga (ot 10 go 64 ner),
ropasgo no3e BO3pacTa MosBjieHUs npobnem, No mepe
nocTynneHmsa uHGopmaLmm 1 Hapactanua [ (MK KoTopon
006bIYHO MPUXOAMTCA Ha MyOepTaT 1 aKTVBHbIE N3MEHEHUS
Tena). Kakme-nmbo wary no cMeHe nona peanusyoTcsa nauu-
EeHTaMWU eLLe No3»e, B cpeaHem B 22,5 roaa (o1 12 go 64 nert).
Mo waramy No CMeHe Mona Hamu MOApa3yMeBaeTCA: Ka-
MUVHr-ayT nepep Apy3bAMU, UCMNONb30BaHME COOTBETCTBY-
IOLWMNX aKCeccyapoB W OfeXAbl, UCMONb30BaHUE B peyn
enaembIX reHepPHbIX OKOHUYaHWI 1 MECTOVMEHWIA, BbIGOP
vMeHu. M3 Bcex naumneHToB 64% (n=715) oTMeuyanu B Teye-
HMe >KU3HW 3Tanbl «nepeaenku cebs», a MMEHHO MOMbITKU
XUTb B COLMANbHOM POSn, COOTBETCTBYIOLLEN NaCNOPTHOMY
nony (Tabn. 1).

CraTuctnyeckuii aHanus: NpoBOAWICA B Mporpamme
Statistica 11.0 ¢ ncnonb3oBaHMEM METOOB ONUCaTENbHOWN
CTaTUCTUKMU.

STnyeckaa >3KcnepTusa: ucciefoBaHre opobpeHo
Ha 3aceaH1m NOKaIbHOro 3Tnyeckoro komuteta npu HLUMM
ot 14.08.2021, npotokon N2115.

PE3YJNIbTATbI

Yucno o6pawieHnin

B aHanu3 6binun BKOYeHbl faHHble 1117 TpaHcreHaep-
HbIX NauneHToB: 44,01% (n=515) n3 HUX ObINN TPaHCreHaep-
HbIMK XKeHwmHamn (male-to female, MtF), 55,99% (n=630)
6bIV TpaHCreHAepHbIMU My>KunHamu (female-to-male, FtM).

3a yKasaHHbII BPEMEHHOW Mnepuop OTMEeYEeH OTYETIU-
BbIl POCT KOonmyecTBa OOpalleHUi C Uenbio MonyyeHus
cnpasku. Ecnv B 2014 1. Mbl UMenu ToNbKo 77 obpallyeHuni,

Bcsa BKnoueHHble B

MapameTpbi nccnenosae (n=1117) MtF (n=515) FtM (n=630)
CpepHuii BO3pacT obpalleHns C Lenbio 26,5 [15; 65] 28,3 [15; 65] 25,2 [16; 52]
NPOXOXKAEHUS KOMUCCUW, NIET
,(1)ecTo3HaHv|e ce6s NULIOM He CBOEero nona, 9,5 [2; 45] 10,5 [2; 45] 8,8 [3: 40]
MpUHATE CEOR TPaHCreHACPHbIM 18,04 [10; 64] 19,510; 64] 169 [10; 40]
yesloBEKOM, NleT
MepBble warv No cmeHe nona, net 22,5[12;64] 24,2 [13; 64] 21,2 [12;47]

MpumeyaHwue. PesynbtaThl nprBeseHbl B Buae Me [Min; Max].
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PurcyHOK 1. PoCT uncna o6palyeHnin TpaHCreHAePHbIX MauyeHTOB Mo rogam.

MpumeyaHue. MNpupoct B % YKa3aH OTHOCUTENbHO npeAblayLiero roga.

To B 2020 1. 3Ta undpa gocturna 237 YenoBek, YTo roBOPUT
0 pocTe +123,2% 3a 7 neT. [laHHble 0 NPUPOCTe obpaLLeHM
npecraBneHbl Ha pucyHke 1. Tonbko 3a nepuog c AHBapA
no anpenb 2021 r. B KNMHUKY 06paTuancb 90 naumeHToB.

CrapT ropmoHanbHO Tepanuun No cBoel HMYnaTuBe

Mpu aHanuse ¢apMakonIoOrMyeckoro aHamHesa Oblio
BbIABNIEHO, YTO Cpefu BCeX TPaHCreHAepHbIX MalMeHTOB,
06paTUBLLMXCA 3a Nony4yeHrem cnpasku «O nonoson nepe-
OpUVEHTALMM» 1 pa3pelleHreM Ha adpPprpmaTUBHbIe NpoLie-
aypbl, 599 yenoBek, unn 53,6%, y>ke npyHNUManu 3amecTu-
TENbHYI Tepanuio NOJIOBbIMU FOPMOHAMM XelaeMoro nona
(puc. 2). Cpok Tepanuu coctaBnan ot 1 mec go 20 nert, B OC-
HOBHOM OT 2 00 5 ner.

[ He npuHuUManu Tepanuio (n=518)
[ | MpuHumanu Tepanuio FtM (n=204)
MpuHnmanu Tepanuio MtF (n=396)

PucyHok 2. PacnpocTpaHeHHOCTb 1CMOJIb30BaHUA FOPMOHaJIbHOW
Tepanumn No cobCcTBEHHON NHULMATMBE CPeAN TPaHCrEHAEPHbIX Ntoael
(n=1117).

OemMuHM3Mpyowlan Tepanua Obina Hayata y 396 nuiy MtF
(76,7% BCex TpaHC-XKeHWWH). MackynnHusnpyowas Tepa-
nua 6bina Hayata y 204 naymnerHTtoB FtM (32,3% Bcex TpaHc-
My>KuuH). Nogpo6Hble AaHHble NpeACTaBEHbI Ha puUC. 3.

OnuTenbHOCTb rOPMOHANbHOM Tepanun A0 NMPOXOXKAe-
HuA Kommccum gna MtF B cpegHem coctaBuna 2,2 roga, a Ana
FtM — 0,7 roga.

Cpepu TpaHCreHAepHbIX ML, HaYaBLUMX NPUHUMABLUNX
ropMOHanbHble MNpenapaTtbl, 40 MPOXOXAEHUA KOMUCCUN
K SHOOKPMHOJIOTY 3a COCTaBNIEHMEM Tepanuu obpallanncb
ToNbKo 8,6%. COoOTBETCTBEHHO, Yy 91,4% cCxema nevyeHus
6blna cocTaBneHa no NpuMepy Apy3en nMbo Ha OCHOBAHMWM
HeodUUmanbHON NHbOPMaLUK, NPELCTABNEHHON B NHTEP-
HeT-coobLlecTBax, Ha 3apybexHbIX Y POCCUACKUX CaTax.

2,1%

%
90

60

67,7%
30

23,2%

MtF (n=515) FtM (n=630)
M Bonee 5 net

M 2-5net

7 o2 ner

3T He HauaTa

PucyHoK 3. 1nnTenbHOCTb 3aMeCTUTeNbHON FOPMOHaJIbHOW Tepanum
(n=1117).
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Tonbko 15,4% oTmeTunX, YTO MNepes CTapTOM JieyeHuA
Nno cob6CTBEHHOW MHULIMATUBE OHWN O3HAKOMUAUCHL C «MeX-
OYHApPOOHbIMA  MEAULUHCKUMU  CTaHZapTaMy  MOMOLLM
TpaHCcreHgepHbIM Noaam» [5], ctatbamn B Pubmed, mexgy-
HapOAHbIMU PEKOMEHAALMAMN U APYTUMU CePbe3HbIMN
Hay4HbIMU MCTOYHUKAMU.

MpenapaTbl AnA 3aMeCcTUTENbHOIN FOPMOHaNIbHOW Tepanuu.

B KauecTBe NpenapaToB AnA MACKyUHU3Upyrowel rop-
MOHanbHOM Tepanun B rpynne FtM npumeHanuco cnepgyto-
Lme neKapCcTBeHHble CpeacTBa:

- cMmecu Kopomkux 3¢upos mecmocmepoHa (CyCTaHOH,
Cyctamepn, CyctaHgpon, OMHagpeH) B WHbEKUMAX WC-
nonb3oBanu 77,4% nuy (n=158). B 91,5% cnyyaeB 3aka3
obopMAIANCA Yepe3 UHTEPHET, C CalToB, He TpebyroLrx
npenbABneHus peuenTos. B 8,5% cnyyaes npenapat «Obin
B3AT y ApYy3ei», PeXKUM J03UPOBaHUA B cpeHem 1 UHb-
ekuua B 14 gHen (oT 1 pa3a B 10 gHewn go 1 pa3a B mecaw);

- 2eslb mecmocmepoHa (AHgporenb) npumeHanca 'y 12,3%
nauveHToB (n=19), nokynanca B antekax 6e3 peLenTa,
pexum gosnposaHnuma ot 0,5 nakeTuka 4o 2 B CyTKY;

- MmecmocmepoHd YunuoHam B WHDBEKUUAX KCMNOJSb30-
Banu 4,9% (n=10). NMpuobpeTanca yepes MHTEPHET U
3aKa3blBasiCA 13-3a rpaHuubl. Pexkum go3nposaHma 1 pas
B 12-18 gHen. [laHHbI NpenapaTt He 3aperncTpMpoBaH
B PO, ogHako nmeeT Gonbuyto nonynapHoctb B CLUA.
B cpaBHeHUN co cmecamm 3dp1pPOB TECTOCTEPOHA, LUNK-
OHaT umeeT bonee HGnaronpuATHbIN Npodub He3onac-
HOCTU, TaK KaK xapakTepusyeTcs 6onee poBHOW KOHLIEH-
Tpauunen npenaparta B KPOBY;

- aHabonuyeckue npenapamsi (JaHabon, PetabonuH) 1 cnop-
TrBHble BAbl cnonb3oBanu 5,4% (n=11), UTo C KNUHUYe-
CKOW TOYKI 3PEHMsi BbI3bIBAET HaubombLUKe OnaceHus.

JlekapcTBeHHble cpencTBa Ans ¢hemuHusupyrowseli ropmo-

HaNlbHOW Tepanuu NpPeacTaBANM 3HaunTeNnbHO Gonee 06-

LWMPHBbIN acCOpTUMEHT. B 97,5% cnyyaeB TpaHC-KEeHLWWHbI

NPUHUMaN 3CTPOreHbI:

- Haubosiee aKTVBHO UCMOJIb30BaNNCb TabneTnpoBaHHbIe
npenapatbl (86,3%): acTpagmona Banepat ([MpornHoBa
OT 2 fo 12 Mr B CyTKM), 3CTPagnosna reMurngpat B KOM-
6UHauMKM ¢ guaporectepoHom (DemocCToH 2, 2-4 Tabnet-
K1 B CYTKW), 3STUHMUN3CTPaamnon (Xnos, AnaHe, Mogsnnb
Mbtop, PrreBuaoH v np. 8o 4 TabneTok B CyTKu);

- MPVIMEPHO TPEeTb NaLUeHTOK (36,8%) BblOMpanu renesble
dopmbl (ScTpoxkenb, uBuresb) OT afe€KBaTHOIO NCMOJb-
30BaHUA BMJIOTb A0 AO3MPOBOK, NMPEBbLILAKLMX PEKO-
MeHJOBaHHble B 3-4 pa3a;

- 13,7% npuymeHANN NHDbEKLMOHHble npenapaTbl: 3CTpa-
avona Banepat (Progynon Depot), sctpaguona unnuo-
HaT u gap.;

- 3,7% uncnonb3oBanu BA[lbl ¢ duTO3CTPOreHamu pasnunu-
HbIX NPOV3BOAUTENEN.

Pap naumneHToK (9,71%), KPOME 3CTPOreHOB UK KOMOU-
HUPOBAHHbIX NPenapaToB, MPUHNMANW NPOrecTepPoH — Kak
NpaBuIo, Karncynbl aMeprKaHCKUX NPOV3BOAUTENEN.

Ecnv npenapart, Bbi6paHHbIV 4518 GeMUHU3MPYIOLLEN Frop-
MOHaNbHOWM Tepanuu, He Coaepasn LMNpoTepoHa aueTar,
TO B CXeMy OObIYHO JOMONHUTENIBHO BKIOYANMCh aHTMaH-
OpOreHbl, YTO COOTBETCTBYET MEXAYHAPOAHbIM CTaHAapTaM:
- 83,7% npumeHsann UMNPOTEPOHA aueTaT B TabneTkax

(AHgpokyp, LunpoTtepoH TeBa) B fo3e ot 5 mr o 100 mr.

MHbeKkunmn unnpotepoHa ucnonb3osanu 2,3%;
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- 17,7% wncnonb3oBanu CNMPOHONAKTOH (BepolnupoH)
o1 50 go 200 mr;

- 5,3% Bblbupanu 6ukynytammg ot 50 fo 150 mr;

- 14,4% npuHumanu puHactepug ot 1,25 go 10 mr;

- 1,6% C Lenbio CHUKEHNA YPOBHA TeCTOCTEPOHA UCMOMb-
30Ba/iM GJIOKATOPbl FOHAAOTPOMUH-PUNN3MHI-TOPMOHA
(BycepenviH) B MHbeKUMAX MO0 B BMAE NHTPAHA3abHO-
ro cripes.

CTOUT OTMETUTb, YTO CXeMbl GEMUHM3NPYIOLLEN TEPANM
XapakTepm3oBanucb 6onbwnM pasHoobpasuem, Kombu-
HaLMeln HEeCKOSIbKNX 3CTPOreHOBbIX Y HECKOSIbKUX aHTUaH-
APOreHHbIX MPenapaToB, YTO NPUBOAWIIO K MONMAparmMasumn.
HemHorve n3 nauymeHTok MtF ncnonb3oBanu 1 npenapar.
Kak npaBuno, 31o 66111 aBa 1 6onee (0o 6) BelwecTs, obna-
JaloLWMX FOPMOHANIbHOM aKTMBHOCTbIO.

OcnoxHeHnAa B xoae 3aMecTUTeNbHOM ropmouanbuoﬁl

Tepanum.

[aHHOe wuccnepoBaHMe ABAANOCH PETPOCNEKTUBHBIM,
M OLEHKa 4acToTbl NMo6oYHbIX 3ddeKTOB Ha PpoHe ropmo-
HasIbHOW TePannm No cO6CTBEHHON NHMLMATVIBE He BXOAWIa
B 3afaun paboTbl, OfHAKO aBTOPbI CUMTAIOT HEOOXOAMMbIM
Ha OCHOBE CBOEro KJIMHMYECKOro OfnbiTa 06paTTb BHUMA-
HMe Ha Haubonee yacTble ABNEHUS, 3aPKCUPOBaHHbIE Y Ha-
LIMX MALMEHTOB U3 OMCAHHOW BbILLE BbIOOPKU.

1. KoxHele cumnmomel y nuy FtM, Kak npasuno, npeg-
CTaBNEeHbl BbICbINMAHUAMM MO TWUMY aKHe, MOKpacCHeHWem
KO>KM 1L, MOBbILLIEHNEM XNPHOCTN U/WUNN CYXOCTbIO KOXMU.
AKHe BCTpeuanoch y 67,8% TpaHC-My>UUH Ha GOHe Tepanmm
TECTOCTEPOHOM, YTO MOXKeT TpeboBaTb COBMECTHOrO Befe-
HUA ¢ gepmatonoramu. MNpu cpaBHeHUN rpynn NaLMeHTOB,
Mony4YaBLUMX OPUrMHAjbHblE MpenapaTbl cMecelt 3PprpoB
(OmHappeH® Jeffa n CyctaHoH® Organon) 1 npourie aHanoru
(Cyctamep, CyctaHgpon v ap.), Obifo BbIABEHO, YTO YacToTa
aKHe 3HAaYMMO HWXKe B rpynne nul, NCNOoNb3YILWUX OPUrn-
HanbHble Npenapatbl (49,7% npoTtue 77,2%). Cpepu nud, no-
NyyaBLIMX NpenapaT TeCTOoCTepOHa YHAEKaHoaTa, YacToTa
aKHe Oblfla JOCTaTOYHO HU3KOW, ToNbKo 41,1% naumeHToB
NMenn KOXHble NposABneHUsA. Pexke Bcero akHe BCTpeyanochb
Ha ¢poHe AHgporena® (24,0%) B Hanbosnee nerkux Gpopmax.

2. ApmepuanvsHas eunepmonus y nuy FtM. Ha ¢oHe Ha-
3HayeHUA nNpenapaToB TECTOCTEPOHA YPOBEHb apTepuanb-
HOro AaBJIeHNA MOXET NOAHUMATbLCA Ha 10-20 mm pT.cT. [18].
B Hawewn BbibopKe y 25,41% ¢UKCMPOBaNocb MOBbILLIEHWE
HJaBneHus cabiwe 130/80 mm pr.cT. Kak npaBuno, Takas Kap-
TUHa cTabunusupoBanacb yepes 1-2 mec. Y 9,5% nuy Bo3-
HMKana NoTpebHOCTb B HAa3HAYEHUUN AaHTUTUMNEPTEH3NBHBIX
npenaparos.

3. BoinadeHue 80/10¢, aHOpo2eHHas anoneyus y nuy FtM —
npo6nema, cBsA3aHHasi C U3ObITOYHbIM MepexofomM obuiero
TeCTOCTepPOHa B AermgpoTecTocTepoH. [JaHHble CUMMTOMbI
3aduKcpoBaHbl Hamn y 16,3% TpaHCreHAEPHbIX MY>KUVH.
Pa3BuBaeTcs, Kak npaBuio, nocne 5 net tepanuu, 3aBUCUT
OT reHeTMYeCcKoW MpeapacrnosioXeHHOCTH 1 bonee xapak-
TepHa AnA v, NoyYarLwmx cMecr 3G1MpoB TECTOCTEPOHa.

4. Huskoe nubudo, Hexsamka cus u obwasa ciabocme
y nuy MtF. MHorme TpaHC-KEHLWWHbI WCMbITbIBAKT Mppa-
LMOHANbHYI0 MCUXONOTNYECKY0 TPEBOrYy B OTHOLUEHWN
CBOEro YpOBHA TECTOCTEPOHA, YTO MPUBOAMT K CaMOHa-
3HaUYEeHMI0 BbICOKMX [03 aHTMAHAPOreHHbIX MNpenapaTos.
Ha ¢oHe runoaHgporeHnn Takve naumeHTKM 4acTo oTMeya-
0T OOLLYIO 1 MbILLIEYHYIO ClTabOCTb, COHIMBOCTb, CHUKEHME
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KOHLIEHTpaLumy BHUMaHWA, CHUXeHe nnbuao, anatuio 1 e-
npeccuio. B nccnegosanHon Hamu rpynne 31,7% TpaHcren-
[epHbIX XeHWWH, nonyyaswux 3T, oTMeyanu CMMMNTOMBI
acteHun. Mo nocnegHMM JaHHBIM aMepUKaHCKUX aBTOPOB,
npegnoyteHne B GeMUHU3UPYIOLLEN TepanuUn JOMKHO OT-
[JaBaTbCA UUNPOTEPOHa aleTaTy B HebonbluvX JO3ax —
12,5-5,0 Mr B gieHb [26].

5. Tunepnponakmuxemus u 2anakmopes y iuy MtF. Yawe
BCEro pa3BMBaeTCA Ha (GOHe BbICOKMX 03 ICTPOreHcoaep-
XKalmx npenapaToB W aHTMaHgporeHoB [16]. Tvnepnpo-
naktuHemmsa 3adurkcmpoBaHa y 52,5% naumeHTOK Ha ¢e-
MuHu3npytowen 3IT. YpoBeHb NPONaKkTMHA, Kak NpaBuso,
CHUXaeTcA Ha GpoHe yMeHbLUeHUs [O3MPOBOK MPENapaTos,
3ayacTylo TpebyeT fobaBneHuWsa K Tepanuu KabepronviHa
(47,2% cnyuaes). [Mpy 3TOM pAAOM aBTOPOB CYMTaeTCA JoMy-
CTVIMOW YMepeHHas rmneprponakTnHeMns B Neprog akTuB-
Horo ¢opmupoBaHus rpyau [27].

6. Tpom6b03bi y nuy MtF. B aHamHe3e 3adurkcmpoBaHO
2 cnyyasa TPOMO030B BEH HVXKHUX KOHEYHOCTel, noTpebo-
BaBLUMX rocnuTanu3aumm. OguH cyiyyan npousoLuen Ha poHe
npuvema npenaparta STUHWUI3CTPAANONA, APYro — Ha GpoHe
KOMOVHaLUM STUHUN3CTPAANONIA 1 CTPaAMona Banepara.

7. Pak weliku mamku y FtM. [1Ba cnyyaa pa3sutua, oba
Ha nepeom rogy Tepanuu. OavH U3 cnyyaeB — Ha GOHe UH-
beKummM BUpyCca Nanuiiombl YeioBeKa OHKOTeHHOro Tuna.

AUCKyccus

[l » TpaHCreHAepPHOCTb He ABMAITCA NPUXOTbIO Yeno-
BEKa, a NPEeACTaBNAT CEPbE3HYI0 MeAULMHCKY0 npobne-
My [1]. Haw KnvHuYecknid onbIT 06LLEHUA C STUMW NIIOAbMU
noaTBep)KAaeT faHHyto nosuuuio. ObecneyeHme fOCTymnHoO-
CTU N WHKMIO3MBHOCTU MEAMLMHCKON MOMOLLM TPaHCreH-
JepHbIM NMLaM MEeET BaXKHOe 3HaueHue Ansa noaaepaHusa
6narononyyns, 30OpoBbs, TPYAOCNOCOOHOCTU M coLmanb-
HOW aKTVMBHOCTW 3TOW HeManeHbKon nonynauun [28].

Ha cerogHAwHM aeHb B PO HeT yCcTaHOBAEHHOro Mo-
pAOKa OKasaHMA MeaULMHCKOWM MOMOLMN TPaHCreHAePHbIM
nogaM, 0fHaKo MMEHHO SHAOKPUHOMONM 3a4acTylo OKasbl-
BAlOTCA MepPBbIMU CNeluanucTaMmm, K KoTopbiM obpatiaioT-
CA 3TU NaLMeHTbl 38 KOHCYNbTalen C LeNblo COCTaB/IeHUA
3I'T, KoppeKunn Jo3bl FOPMOHaNbHbIX NPenapaToB, CKpK-
HMHrFa Ha NpegMeT pPa3BUTUA OCNIOKHEHUN. TeM He MeHee
ntoboi Bpay MOXET CTONKHYTbCA B CBOEN NPaKTUKe C TaKu-
MU JTOAbMUA.

XoTA Ha cerofgHAWHUN AeHb B Poccumn nporpamma me-
OVUMHCKNX BY30B He noppasymeBaeT M3yyeHre BONpOoCoB
TPaHCreHZepHOro 370poBbA, npu yyactun A.KO. babeHko
n [.10. Ncaea 6binn nepeBefeHbl Ha PyccKui A3bIK «Mex-
OyHapoAHble MeQULUHCKME CTaHAAPTbl MOMOLM TPaHCreH-
JepHbIM Nilogam» 7-ro nepecmoTpa [5], KoTopblie no3BonAT
nonyyrTb 6a30Bble 3HaHWA MO JaHHOMY BOMPOCY.

Dednunt 3HaHMI OTMeyvaloT BpauM MHOMMX CTpPaH.
K npumepy, B pabote Johnston C.D. et al. (2017) B xoge
onpoca CTyAeHTOB Oblfio BbIABAEHO, UTO 97% OTMeTWUIU
BaXHbIM NMPUOOPETEHNE HABBIKOB MeAWLUMHCKOW MOMO-
WM ANA TpaHCreHaepHbIX NauneHToB, TONbKo 45% nmenn
Kakne-nmbo 3HaHMA B 3TOM Bornpoce. B uccneposaHum
Shires D.A. et al. (2018), kyaa Bowwnv Bpauu obLel npakTu-
KK, 85,7% pecrnoHAeHTOB Bbipa3uiiv rOTOBHOCTb OKa3blBaTb
NOMOLb TPAaHCreHAepHbIM MaumeHtam, HO 48% oTmeua-
N NPenATCTBMA, CBA3aHHbIE C HU3KOM KOMMETEHTHOCTbIO
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N HeJoCTaToOYHOW noAarotoBKown, ewe 31% coobwunu, uto
He YyBCTBYIOT Ce6s1 4OCTAaTOYHO YBEPEHHbIMW ANl OKa3a-
HUA PYTUHHON MeANUMHCKON NMOMOLWW TPaHCreHAEePHbIM
naymneHTtam [29].

MonyyeHHble HaMK faHHble O YacToTe npumeHeHus 3T
Mo COGCTBEHHOW NHMLMATMBE CPeAU POCCUNCKMX TPAHCTeH-
LEepPHbIX JIML, CONOCTaBrMbI C Ludppamu 3apybexkHbIX Konner
[10, 12, 22, 23]. B otaenbHbIX pernoHax CLUA umdpbl Huxe,
BEPOATHO, 3a CYeT flyyllen opraHm3aunm meguumnHCKon no-
MOLLM 3TOWN KaTeropuu naumeHToB [24]. AHanornyHble pe-
3ynbTaThl NOJyYeHbl O 6osee YaCTOM MPUMEHEHUUN FOPMO-
HanbHbIX cpeacTs nuuamu MtF.

Hawe wuccnepoBaHue — nepBas poccuiickasa paboTa
Mo M3yYeHUI0 AAaHHOro BOMPOC], a TakXKe OXBaTblBaeT 3Ha-
yMo 60sbLUYy0 BBIGOPKY TpaHCreHAePHbIX Nofen B cpaB-
HEHUN C VHOCTPaHHbIMU NybnuKaumsamMmn. 3apyOexkHbiMU
Komnyieramu Takxe He Oblfo AeTasibHO U3YYeHO, Kakne npe-
napaTbl MCMOMNb3YTCA TPAaHCreHAEPHbIMM JIOAbMK MO COb-
CTBEHHOW NHULMATUBE.

OrpaHunyeHusiMn paboTbl ABAAETCA TO, UTO Mbl aHaNN3U-
poBanu AaHHble PETPOCMNEKTUBHO M TONbKO cpean naumneH-
TOB, OOPATUBLUMXCA B YAaCTHbIN MeAULNHCKNA LEeHTP. Takum
0b6pa3om, 3To Gbinn NOAN C OonpeaesieHHbIM YPOBHEM [O-
CTaTKa M MOTUBALMU [Jj1s MPOXOXKAeHNA reHaepHo-adbodup-
MaTUBHbIX npoueayp. NctnHHOe uncno niogen, Ncnonb3sy-
IOLLMX FOPMOHANbHYIO Tepanuio C LUenblo MacKynMHM3aumm
unn dbemrmHusaumm 6e3 Ha3HaYeHMI Bpaya, MOXET ObITb
3HauNTENbHO BbILLE.

B Haweln BblOOpKe nogaenswowee OOMbLIMHCTBO
TpaHCreHAepHbIX MALMEHTOB Ha MOMEHT obpalleHuns
B HUMM yxe »unu B coctoaHnn aucdopmm OCTaTOYHO
AnutenbHo. PelueHne coBeplwnTb «nepexo» He NpUHMMa-
NOCb CMOHTAHHO, @ NOCTENEHHO GOPMMPOBANIOCH B TeUeHne
HecKonbKux NneT. M3 Bcelt rpynnbl 86,96% Ha MOMEHT obpa-
LLEHMA Y>Ke XN B COLMaNbHOW POMN »Kenaemoro reHgepa
ot nonyropa go 30 ner.

Nmetowninca nepesec TPAHC-KEHLWMH Hag TPaHC-MyXun-
Hamu, HayaBLl X nNpuem 3T 6e3 Ha3HaueHNs Bpaya, 0o6bsAC-
HAETCA AOCTYMNHOCTbIO NpPenapaToB 3CTPOreHOB U aHTUaH-
LpOreHoOB, KOTOpble BO3MOXHO Npuobpectn 6e3 peLenTa,
Torga Kak MHbEKUMOHHbIe npenapaTtbl TeCTOCTEPOHa OTNy-
CKalTCa CTporo no peuentam ¢opmbl 148-1/e-88. MNopo6b-
HYI0 KapTUHY OMKCbIBAIOT 1 3apybexHble Konneru.

HeBO3MOXHOCTb KynuTb npenapaTbl  oduLManbHbIM
nyTem NpUBOAUT K MCMOJSIb30BaHWIO HENNLIEH3NPOBAHHbIX
npenapatoB. OnaceHusA BbI3bIBalOT NpumeHeHne BAJlos,
UCMONb30BaHNE WHDBEKLMOHHBIX (GOPM HesaperucTpupo-
BaHHbIX JIC, He MelLLMX COOTBETCTBYIOLLEN CepTudUKaLmum
1 floKa3aTeNbHoW 6a3bl.

OTgenbHoOe BHUMaHMe XOUYeTca YAenuTb TOMY, YTO B VH-
TepHeTe BO3MOXHO npuobpectun GopmMy BbiMycKa cMecei
3¢upoB TecTocTepoHa BO ¢pnakoHax no 10 mn. Cumtas 310
6051ee SKOHOMUYHBIM, PAL MALUEHTOB WUCMONb3YIOT Takue
¢$bnakoHbl Kak MHOTOpa3oBble, BBOAA MO 1 MJT Ha OfHY UHb-
ekumio go 10 pas, npu 3TOM He 3a60TACb O FEPMETUYHOCTM
XpaHEeHNA 1 BO3MOXHOM CHVKEHUN aKTUBHOCTY AENCTBYHO-
Lero BeLlecTBa.

PeweHriem paHHOW npobnembl Mornv 6bl OGbITb MO-
BbllUEHNE YPOBHA 3HaHUM Bpayen W MNauneHToB ANA
dbopmMupoBaHUs [OBEPUTESIBHOW Cpeabl U MPOAYKTUB-
HOro B3aMIMOAENCTBMA MEXAY TeparneBTamMmu, SHAOKPUHONO-
ramu 1 TpaHCreHZepHbIMU NOAbMM, @ TakXe opraHu3auus
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KOHCYNbTaTMBHbIX LLEHTPOB B PaMKax roCyfapCTBEHHbIX Me-
OVLMHCKNX yupexaeHnii.

K coaneHuto, OCHOBHas rnobanbHas npobsiema — 3T0
CepPbe3Hbl AedULMT KaueCTBEHHbIX ANNTENbHbIX MCCNeno-
BaHM no BnnaHuio 3I'T Ha cocToAHue 3gopoBsbA [1, 12, 29].
K npumepy, cpean cneunannctoB HeT €AVHOrO MHEHWA
O NpPeanoYTUTENbHbIX A03aX FOPMOHabHbIX NMPENapaTos,
ob6bemax OnepaTMBHOIO JIEUEHMA M MOCTONEPaLOHHON
Koppekuun Tepanuu. He mMeHbLUero BHUMaHWUA 3acnyXu-
BAlOT TakMe MOMEHTbI, KaK CTeneHb YAOBNETBOPEHHOCTU
adbdmpmaTUBHLIMM MpoueaypaMmn U ciyyan «obpaTHOro
nepexoga». TpaHCreHaepHoe 340pOBbe — 3TO 6OJblIOE
HayuyHOe 1 MpaKTUYeCcKoe MoJe, HyXJawlleecs B U3yve-
HUW, NOHUMaHUN N POPMMUPOBAHUN KITMHUYECKUX PEKO-
MeHZauunn.

BbIBOAbI

1) C KaxabIM roloM 3anpoc Ha reHaepHo-abPupmaTus-
HYI0 MeOMLUUHCKYI0 MOMOLb Cpean TpaHCreHAepHbIX nul
B Poccmn nosblwwaeTcs.

2) Mopaensiowee 60MbLUMHCTBO TPAHCreHAEPHbIX Nauu-
€HTOB Ha MOMeHT obpatyeHus B HLIMM ¢ uenblo npoxox-
[OEHVA KOMUCCUM KUSIN B COCTOAHMM Anchopun [ocTaTou-
HO gnuTenbHo. PelleHne coBepwnTb «nepexod» HUKOrga
He MPVHUMANOCb CMOHTaHHO, a MocTeneHHo GopmMmpoBa-
NoCb B TeUeHne HeCKOoNbKux net. M3 scen rpynnbl 86,96%
Ha MOMEHT OOpaLLEHNA YXKe KU B COLMANIbBHON POSIN Xe-
nlaemoro reHgepa.

3) Ha ceropgHAWHWI feHb 3HaYMTeNbHAA YacTb TPAHCreH-
[epHbIX NoAeln HaurHatoT npuMeHaTb 3T no cobcTBEHHOM

HAYYHbI OB30P

UHMLMaTVBE, 6e3 KOHTponA Bpayeil. Ha MomeHT obpalleHns
33 MeAUUMHCKOWM MOMOLbIO MOMOBMHA TPAHCreHAEPHbIX
mogen (53,6%) y>xe NpuHMManu ropMmoHasbHble npenaparbl,
yale TpaHC-KeHLWUHbl (76,7%), pexe — TPaHC-MY>KUMHbI
(32,3%). K sHOOKpMHONOram 3a HasHayeHMem Tepanuu npwu
3ToM 06paLlanuncb TonbKo 8,6% NauneHTOoB.

4) MHOrme naumeHTbl NPUMEHAIOT HENULIEH3UPOBAHHbIE
CpencTBa, UCMONb3YIOT HEPaLMOHAsIbHbIE CXEMbl U KOMOU-
Hauuu, 3a4acTylo BCTpeYaeTca nepefo3npoBKa.

5) PeweHuem faHHOWM npo6nembl Mornu Obl 6bITb Mo-
BbILUEHME YPOBHA 3HAHMI Bpayeln 1 nauymeHtoB ana ¢op-
MMpPOBaHUA [OBEpPUTENbHON Cpedbl MU NPOAYKTUBHOIO
B3aMMOAENCTBUA MeXIy TepaneBTaMu, SHAOKPUHONOramm
N TpPaHCreHAEPHLIMU NIIOAbMU, @ TaKXe OpraHM3aumnsa KoH-
CYNbTaTUBHbIX LEHTPOB B paMKax roCyAapCTBEHHbIX Meaun-
LUHCKNX YUpeXaeHnn.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHmMA. PaboTa BbiMoOsHEHa MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoH}nuKT nHTepecoB. ABTOpPbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTbM.

Yyactue aBTOopoB. MakapoBa E.B. — c60p aaHHbIX, HanncaHue TekcTa
ctatby; ConoBbeBa H.B. — KoHuenuwua nccnegoBaHus, c6op maTtepurana;
KpemeHuukas C.A. — c6op maTepmana, obpaboTka faHHbIX. Bce aBTOpbI
opobpunu duHanbHyI0 Bepcuio CTaTby nepep nybnukauumen, Bbipasunm
cornacme HeCTU OTBETCTBEHHOCTb 3a BCe acneKTbl paboTbl, NoapasymeBato-
Lyl Hajmnexallee U3yyeHne 1 pellueHre BOMPOCOB, CBA3aHHbIX C TOUHO-
CTbIO NN JOBPOCOBECTHOCTLIO N0HON YacTn paboTbl.
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OoNTUMUN3AUNA KOMIMTIEKCHOIO NOAXOAA K KOPPEKUUU TOJIOCA NMPU @
Cneckiog

3HAOKPUHOMATUAX (AHAJIMTUYECKUIA OB30P)

© C.B. CrapocTtuHa, A.A. CraueHko*, B.M. CBnCTyWKnNH

MepBbIi MOCKOBCKUI roCyAapCTBEHHbIN MeanUMHCKNIA yHuBepcuTeT um. .M. CeuyeHoBa (CeueHOBCKUI YHUBEPCUTET),
MockBa, Poccus

,uVICd)OHVIﬂ — CMMNTOM MHOXeCTBa SHAOKPUHHDbIX naTonorunm. OXpVII'IﬂOCTb, orpy6eHV|e rojioca, CHMeHue ero BbiCoTbl, Cy-
XKeHune AManasoHa, yTOMNAEMOCTb — XapaKTepHble »anobbl npun rmnoTnpeose, O6yCJ'IOBJ'IEHHbIe yBennyeHmnem KkonmyecTsa
noJincaxapmnaoB U HakonneHNneM XXNOKoCTn B COOCTBEHHOW MNACTUHKE rof0COBbIX CKnagok.

MN36bITOK COMATOTPOMHOro ropmMmoHa BbI3bIBa€T rmnepnponykyunio I/IHC)’J'IVIHOI'IOJJ,OGHOFO d)aKTopa pOCTa-1, 4YTO NpuBOANT
K aHOMannam l-iepenHO-J'II/ILI,eBOl7| obnactnm nponmd)epaumm TKaHen BEPXHUX AbIXaTeNbHbIX ﬂ)/TEIZ, B TOM yudcsie yToJilweHuto
XpFILLlEIZ ropTaHn, roNOCOBbIX CKNaAOK N CHUXXEHWUIO BbICOTbI ronoca. rVII'IepI'J'II/IKeMVIﬂ, n3mMeHeHne 6anaHca MUOKOCTU N SNeK-
TPONINTOB NPU CaXxapHOM p,ma6eTe MOryT KOCBEHHO BJIMATb Ha rO/10C: KCEPOCTOMUA 3aTpyaHAET d)OHaLI,VIIO B CBA3M C HapyLle-
HVEeM yBNnaXHeHNA CNN3MCTON 06ONOYKN ropTaHu, a D,Vla6ETVI‘-IECKaﬂ HEI‘/IIpOI'IaTI/IFI Hepeako HapylwaeTt pa60Ty MblLUL ropTa-
HW, y4aCTBYyOWNX B FOﬂOCOO6pa3OBaHI/II/I.

M3meHeHne ronoca Ha6ﬂ|0ﬂaETCﬂ He TONbKO Npu SHOOKPUHHbBIX HapyLIeHUAX, HO 1 BO BpeMA NOoJIOBOro CoO3peBaHUA, ¢a3
MEHCTPYaJIbHOro UuKia, B nepnoj meHonaysbl. J'IapMHreaanble CTPYKTYpbI MO,D,I/I(I)VILI,VIpyIOTCFI nog BinAHMNEM ropmMmoHoB
N noaBeprarTca BHEWHUM BO3[ENCTBMAM, UYTO B LE/IOM U3MeHsAeT BbICOTY N MHTEHCMBHOCTb roJioca, TEM6p N Pe30HaHC,
APTUKYNALNOHHDbIE N NpOCOoANYEeCKME XapPaKTEPUCTUKNA.

npe,D,CTaBﬂeHHbIIZ o63op HanpaBneH Ha O606UJ,EHI/Ie N cnNcTemaTn3aumnio AaHHbIX NNTepaTypbl, KacaloWwnxca N3MEHEHUNI
ronoca npun page d)VI3VIOJ'IOFVILIECKVIX N NaTONOrMYeCKMX COCTOAHUN Y NauyMeHTOB pa3inyHbIX BO3PACTHbIX rpynn 1 nona.
MNoKa3aHbl BO3MOXHOCTHN MynbTMANCUNMIIMHAPHOIoO nogxoaa K paLI,VIOHaJ'IbHOIZ KoppeKkunn ronoca.

KJTTOYEBBIE CJTIOBA: 20pmaHe; SHOOKpUHONAMus; 20/10C.

OPTIMIZATION OF AN INTEGRATED APPROACH TO VOICE CORRECTION FOR
ENDOCRINOPATHIES (ANALYTICAL REVIEW)

© Svetlana V. Starostina, Yaroslava A. Statsenko*, Valeriy M. Svistushkin

I.M. Sechenov First Moscow State Medical University (Sechenov University), Moscow, Russia

Dysphonia is a symptom of many endocrine pathologies. Hoarseness, voice fatigue, decrease of the voice pitch, reduce of
the range are typical complaints for hypothyroidism, caused by an increased amount of polysaccharides and accumulation
of fluid in the lamina propria of the vocal folds.

An excess of growth hormone causes an overproduction of insulin-like growth factor-1, which leads to abnormalities in
the craniofacial region and proliferation of the upper respiratory tract tissues, including thickening of the laryngeal cartilag-
es, vocal folds and decreasing of the voice pitch. Hyperglycemia, changes in the balance of fluid and electrolytes in diabetes
mellitus can indirectly affect the voice: xerostomia complicates phonation due to impaired hydration of the laryngeal muco-
sa, diabetic neuropathy often disrupts the work of the laryngeal muscles involved in voice formation.

Voice changes are observed not only in endocrine disorders, but also during puberty, the phases of the menstrual cycle and
during menopause. Laryngeal structures are modified under the influence of hormones and external factors, which general-
ly changes pitch and intensity of the voice, timbre and resonance, articulation and prosodic characteristics.

The purpose of this review is to summarize and systematize data on physiological and pathological voice changes in patients
of different age groups and sex. The possibilities of a multidisciplinary approach to rational voice correction are demonstrated.

KEYWORDS: larynx; endocrinopathy; voice.

BBEAEHUE

nesbl, caxapHblii AMabeT, HO 1 BO Bpems MOMOBOro Co3pe-
BaHWA, $a3 MEHCTPYanbHOro LMK, B Nepuog MeHomnaysbl
N Npu page gpyrux GrU3nonorMyeckux 1 natonormyeckux

[onoc ABNAeTCA BTOPWUYHbIM, HO OYE€Hb BaXXHbIM MONO-
BbIM NPU3HAKOM. Ha NpoTAKeHNn BCEN XU3HW rof10COBOMN

annapat yenoBeka MoauduUMpyeTcAa nof BO3AeNCTBUEM
ropMoHOB. M3meHeHMe ronoca HabnogaeTcs He TONbKO
NPy SHOOKPUHHBIX HapPYyLIEHWAX, B TOM YMCSie COLMANbHO
3HAUUMBIX, TAKUX KaK HOBOOOPA30BaHUS LMTOBUAHON »e-

© Endocrinology Research Centre, 2022
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cocTosHUN. HecMoTps Ha To uTo AucdoHMA peaKo ABNAeTCs
nepBoOl 1 OCHOBHOW anobow Npy SHAOKPUHHBIX HapyLue-
HUWAX, @ NHBOJIIOLOHHbIE U3MEHEHMA rosloca BOCNPUHNMa-
I0OTCA HaceNleHMem Kak BO3pacTHaA HOpPMa, CTOUT YAenuTb
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npucTasibHOe BHUMaHWe faHHOMY BOMPOCY, TaK KaK Ha Co-
BPEMEHHOM STane pa3BuTUA MeAULIMHDI LIENbIO IeYeHs na-
LMeHTa ABNAETCA He TONIbKO BOCCTAHOB/EHWE U NOAAEPKa-
HUe 3J0POBbS, HO TAKXKE MOBbILIEHNE KayeCTBa XKM3HN.

Lenb gaHHOro uccnegoBaHMA — OLEHUTb HapylleHUs
rofnoca npv 3HZOKPUHOMATUAX, BO3MOXKHOCTU Pa3NYHbIX
METOAOB KOPPEKLMUN rofloca MO AaHHbIM IUTepaTypbl, YTO
MOMOXET Bpayy M MauueHTy BblOpaTb Haubonee pauwmo-
HaJIbHbIV MOAXOA K PELLEHUIO MPOGIEMBI.

Monck nuTepaTypbl NPOBOAWIM B OTEYECTBEHHbIX
(CyberLeninka, Akagemus Google) u MexgyHapoaHbIX
(PubMed) 6a3ax faHHbIX HAa PYCCKOM M aHIIIMIACKOM A3bIKaX.
MpuopuTeTHbIMU 6bIIM NCTOUYHKKIK € 2016 no 2021 rr. OgHa-
KO C y4eTOM HeJOCTaTOYHOW N3yYEeHHOCTV BbIOPAaHHOW TEMbI
NCMOJIb30BaNMCh 1 6onee paHHME JaHHbIE.

DHAOKPMHOMATAN 1 FONoC

BnnAHve 3HOOKPMHHOW CUCTEeMbl Ha rosl0COBOM an-
napat 6biyI0o OTMEUEHO YXKe B 3MOXY CpefHEBEKOBbS, KOT-
fa B LleHTpanbHOM A3um 1 B eBpOMencKux cTpaHax bbiia
pacnpocTpaHeHa NpakTMKa KacTpaLuum IoHbIX MNeBLOB C 1C-
KMIOYUTENbHO XOopolurMmK rofiocamu. Onepauus obepera-
Nla rofiocoBOW annapaTt OT U3MEHEHUI B XOAe MOoJIOBOro
CO3pEeBaHUs, YTO NPOAJSIEBANIO NPODECCMOHANBHYHO KN3Hb
nesua [1].

Ha cerogHAWHNN feHb CBA3b U3MEHEHMWI ronoca v rop-
MOHAJIbHOTO B/IMSIHUA Ha TFOJSIOCOBOW annapat OYeBuAaHa.
Pap nccnegoBaHum foKasbiBaeT HaiMume peLenTopoB K No-
NOBbIM Y TUPEOWAHBIM FTOPMOHAM Ha FOSIOCOBbIX CKNafKax
N NpOoYKX CTPyKTypax ropTanu [2, 3]. J. Abitbol n coasr. (1989)
OTMETW/IN, YTO MA3KU C LIENKU MATKU U FTOPTaHW, OKpPaLIeH-
Hble C Lesiblo BbISIBJIEHNA PELEnTOPOB K 3CTPOreHy BO Bpe-
M pa3 MEHCTPYaNbHOIO LUKIA, MUKPOCKOMMYECKN Hepas-
nuurmbl [4]. JlaprHreanbHble CTPYKTYpPbl MOgnGULMpYIoTCA
nog, BANAHWEM 1 APYTX TOPMOHOB, a TakXKe MOJBEPraTcs
BHELUHUM BO3[ENCTBMAM, YTO B LIE/IOM M3MEHSET pAfg Xa-
pakTepucTuKk ronoca. Cpegn HUX — BbICOTa rosioca, CuUna,
TemMOp, PEe30HaHC, apTUKYMAUMOHHbIE W MpocoamnyecKme
XapaKTepucTukmn. [na akyCcTMyeckuMx napameTpoB ronoca
XapaKTepHbl reHAepHble pasnuuus. Onpegensiowas Benu-
UnHa — OCHOBHasa yactoTa (F0), cooTBeTCTBYIOWAA YNCay
KoniebaHMI rofloCcoBbIX CKNAoK B cekyHAy (), BOCnpuHu-
MaeTCA KaK BblCOTa rosioca. [0110CcoBble CKNafKM y XeHLUH
KOPOTKUE, TOHKUE, OT/INYAIOTCA BbIPAXKEHHBIM HATSXXEHUEM,
YTO NPUBOANT K ObICTPOMY X KonebaHuIo 1 bonee BbICOKO-
MY FOJI0CY MO CPABHEHMIO C My>KUMHaMW. [111 XeHLVH TakxKe
XapaKTepeH OT/IMYUTENbHBIN PE30HAHC 3a CYET KOPOTKOro
ronocoBoro Tpakra [1].

[nsa 0603HaYeHUs HapyLIeHWIA rofloca PasfnYHOM STHO-
NIOrUK UCMOSb3YIOT ABA TEPMUHA: «AUCHOHUA» U «adOHUAY.
[nchoHnA — 3TO pacCTPONCTBO ronoca, a apoHUss — nos-
Hasl yTpaTa 3BYYHOrO rojloca Mpv COXPaHeHWW LienoTa.
HopmanbHbiii ke rofoc AoMmKeH ObiTb MPUATHBIM Ha CIYX,
[OCTaTOYHO TPOMKMM, ObnagaTb COOTBETCTBYHOLUM pPO-
TO-HOCOBbIM PE30HAHCOM, BbICOTAa OCHOBHOIO TOHA [JOJIXKHA
COOTBETCTBOBaTb BO3pPaCTy W MOy YesloBeKa; TemMn peuu
[OJIKeH ObITb TaK/M, YTOObl HE HapyLlanucb Bbille NpuBe-
[leHHble OCHOBHbIE CYObEKTUBHbIE XapaKTePUCTMKM Fofoca.
lopTaHb ABNAETCA rOPMOHO3aBUCHMbIM OPraHOM, 0COGEHHO
UyTKO pearupyoLmm Ha USMEHEHNA YPOBHSA MONOBbIX U TW-
pPeouaHbIX TOPMOHOB [5].

OxpunnocTb, orpybeHne ronoca, CHUXEHUE ero BbICO-
Tbl, Cy>KEHUe [/ana3oHa, YTOMJIAEMOCTb — XapaKTepHble
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anobbl Npy rMNoTMpeo3se, OOyCNIOBNEHHbIE YBENNYEHVEM
KONMYyecTBa MOMNCAaXapuaoB U HAKOMJIEHNEM >KUOKOCTU
B COOCTBEHHOW MACTUHKE roJIOCOBbIX CK/IAZ 0K, OTEKOM MNep-
CTHELMTOBUAHON MbILLLIbI 1 BNy>KAatoLLero HepBa, Nape3omM
roJIOCOBbIX CKNAAOK BCNEACTBME KOMMPECCUM BO3BPATHO-
ro HepBa YBENVYEHHOW LWNTOBUAHOW ene3on. [aHHble
CYMNTOMbI MPOrPeccUpyoT MeANEHHO U HEPeKO OCTaloT-
CA He3aMeYeHHbIMN CaMVM MNauMeHTOM. [of10C NOAHOCTbIO
BOCCTaHAB/MBAETCA B TeyeHune 3-6 mec nocsie QOCTMXKeHUA
3yTMpeo3a 1 YMeHbLIeHNA OoObeMa LMTOBUAHONW Kenesbl
B pe3ynbTaTe paumMoHanbHOW FOPMOHaNbHOW Tepanun nnm
nocsie BOCCTAaHOBJIEHWSA NOABUKHOCTY FOPTaHM.

B nutepatype BCTpeualoTca KnuHuYeckue cnyyam ¢ anc-
doHMeNn n gu3apTpuen B KauecTse BeyLlero CUMMITOMA -
notnpeo3sa. MaymeHTtka Kawther T. El-Shafie ¢ guzaptpumen
B KaueCcTBe OCHOBHOW »anobbl, a Tak»xe anvMsogamu anceho-
HUK, gncoarum, Xxpana v anHod BO CHe OTMeTusa ObICTPbIN
perpecc HasBaHHbIX CUMNTOMOB Ha $OHe Nprema neBoTr-
pokcuHa [6] C. Stollberger n coasT. [7] onncanu nauneHTa
C rMNOTUPEO30M, MPEabABNABLLUM anobbl Ha HapylleHne
rosioca 1 peun. BepoaTHo, xapaKkTepHble A5l BbIPaXKeHHOro
rMNOTUPE03a CHUXKEHUE TOHYCA MbILLL, FOJIOCOBOTO U peye-
BOrO anmnapaTa, Makporioccms 1 HapyLleHne peyeBoro Abl-
XaHVA NPOABUIINCL B BUAE HEYETKOCTU PeYn 1 FrHyCaBoOCTr
ronoca. B aHamHe3e mauveHTa ansapTpun npeawecTBoBan
CUHAPOM OBCTPYKTUBHOTO anHod Bo cHe (COAC), oCHOBHOM
dbaKTop pucKa pasBUTUA KOTOPOro — K30ObITOYHAs Macca
Tena. OXnpeHne, Kak SHOOKPMHHOEe 3aboneBaHune, BAUAET
Ha AbIXaHWE Pa3/IMYHBIMU MEXaHM3MaMu, BKJOYas MecT-
Hble M3MEHeHNA B CTPYKTYpPe BEPXHUX AbIXaTeSIbHbIX My-
Tel (M3MeHeHHan reomMeTpurs) Unu GyHKUMM (YBeIMYEHHbI
KOMManc), a TakXke 3a CYET MOBbILEHNA BHYTPUOPIOLIHOMO
JaBneHusA (BucuepanbHoe oXxupeHue). JintepatypHble aaH-
Hble NoKa3blBatoT, uyTo y naumeHToB ¢ COAC 6e3 oxrpeHus
UMeeTCsl M30bITOUHOE AEMOHUPOBAHUE XMPa B BEPXHUX
[bIXaTesIbHbIX NYTAX MO cpaBHeHuio ¢ nnuamu 6e3 COAC [8].
MKanobbl Ha xpan, CyxoCTb BO PTy MO yTpaMm M3-3a [bIXaHWsA
OTKPbITBIM PTOM U 3MEHEHWE rofioca (OXpUnocTb) BeCbMa
XapaKTePHbl ANs MaLUMEHTOB C BbIPAXKEHHbIM OXMPEHUEM
n COAC[9].

NncooHus moxeT 6bITb 06YyC/IOBNEHa HEMOCPeACTBEH-
HbIM (MeXaHMYyecKMMm) BO3LENCTBUMEM Ha ropTaHb yBenu-
YeHHOW WuToBMAHOM Xenesbl (LX) nnbo noBpexaeHnem
CTPYKTYp FOpTaHU B cJiydae UHPUIBTPATMBHOIO MpoLec-
ca npu 3/10KayecTBEHHOM HoBooGpa3soBaHuu (3HO) LLIXK.
K 3HauuTenbHoMy yBenuyeHUio obbema Kenesbl MOryT
NPYBOAUTL pas3finyHble 3aboneBaHNA: y3n10BOWN/MHOMOY3-
nosol 306, ayTonmmMmyHHble npoueccol LK (Tpeougutsl,
6onesHb [penBca), Kuctbl opraHa. WHpunbTpmpyiowas
OKpyXKawolue TKaHu KapuuHoma LXK, 306 nnbo eanHny-
Hble KpynHble 0Opa3oBaHUs, noKanusylluecs nepen
Tpaxeen, MOryT NPOABMATLCA FOSIOCOBbIMU KOMMPECCHOH-
HBIMU CUMMTOMaMU, a TakxKe ancdarven n ogpiwkon. Mpu
YCMEeWHOM XUPYPruyeckom fnevyeHmm 6e3 moBpexpeHus
OKpy>atoLwmnx CTPYKTYp y 85% naumeHTOB KOMMPeCCUOH-
Hble CMMMTOMbI ncye3atot [10].

Xnpyprusa LXK n okonowmtosnaHbix xenes (OLLXK) cBa-
3aHa C PUCKOM MOCTOSIHHOIO WS MPEXOAALLEro NnoBpexae-
HMA BO3BPATHOrO HepBa, MOC/eAyoLWEro napesa roptTaHu
1 ancooHnn. MocnegHAs MoXeT HabnaaTbCA 1 Y NaLWeH-
TOB 6€3 NOBpPEXAEHNA BO3BPATHOIO HEPBA, B CBA3M C OTEKOM
U NOBPEXAEHNEM MbILLL, FOPTaHU, MOCTUHTYHALMOHHBIMU
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TpaBMaMy, JTAPUHIOTpaxeanbHON ¢uKcaumen vu apyrumu
npuynHamn [10]. HapyweHue nNOABUXKHOCTW TFONOCOBbIX
CKNagoK NpencTaBnAeTcaA CYMMTOMOKOMIMIEKCOM CTOMKMUX
(napanuy) nnu npexogAwmx (nNapes) HapyweHun Bcned-
cTBUE!

+ HenocpeaCcTBEHHOrO NOBpeXAeHuA/nepeceyeHus BeT-
Bel BO3BPATHOIo HEPB3;

+  pasBUTUA B MOC/IEONEpPaLUoOHHOM nepuoge MeCTHOrO
npouecca, BAUAIOWErO Ha rosiocoOBOM annapaTt ropta-
HU — NOKaNbHOTO OTeKa, MOCTUHTYOALMOHHBIX TPaBM,
BO3MOXKHbIX ~ BOCMANUTENbHbIX MNPOLECCOB ropTaHu
W PYrnx NPUYMH, BKNOYad NOCTTMPEONAIKTOMMYECKNI
CUHOPOM;

+ MocneonepauyoHHbIMUA  OC/TIOXKHEHUAMY, MPOABNAIO-
LWMMUNCA CUCTEMHBIMW HapYLIEHVAMW, HanpuUMep, Kaslb-
unn-pocopHoro obmeHa npy MOCNEONEePaLMOHHOM
runonapaTtmpeose.

Mpy 0QHOCTOPOHHMX Nape3ax ropTaHu 1 HaxogALemnca
B IHTEpMeANAHHOMW UiX NapaMeguaHHON, pexe B natepasb-
HOW MO3MLMK, TOJIOCOBON CKMlaaKke HabnoaalTca CToNKue
HapyweHus GoHaTOpHOM GYHKUMM — OXPUMIOCTb, HrTo-
HaNbHOCTb WAV NOMHaA NoTeps ronoca. [pu ABYCTOPOHHEM
napese nauueHToB 6osblie 6eCNOKOUT HapyLleHre fblXa-
HUA B BMAE WHCNUPATOPHOW OAbIWKM U MHCMUPATOPHOrO
CTPYAOPA; FONOC XKe MOXKET ObITb 3BYYHbIM NPY CPEAUHHOM
MOJIOXKEHUWN FOJIOCOBBIX CK/AAOK, OXPUMIIOCTb XapaKTepHa
OnA napa- N MHTepPMeAMaHHOTO MONOXEHNA Napann3oBaH-
HbIX FONOCOBbIX CKNAZOK.

MporHo3npya puck MNoBpexgeHusa BeTBenW roOpTaHHO-
ro Hepea npu xupyprun WX nnn OWLXK, BaKHO NOMHUTBL
0 BecbMa BapuabenbHOM YacToTe BO3HWKHOBEHNA OCIOX-
HEHWUI B 3aBUCMOCTM OT MPUYUH U 06 beMa BbINOSTHAEMOTO
onepaTvMBHOro BMellaTenbCTBa. [lape3 Bo3BpaTHOro HepBa
n ancooHna Hamboree oOXmpaembl MOCHAE OMEPATUBHBIX
BMELLATENbCTB B 06beme CybTOTanbHOW U ToTasibHOW TW-
PEOoVNAIKTOMUKN, OCOBEHHO AOMNONHEHHOWN NMdOANCCEKL -
en. B TeueHne nocnegHux 10 net HabnogaeTcs TeHAeHUMA
K CHWXKEHWIO YacCTOTbl XUPYPrAYECKUX OCHAOXKHEHWUA Mpwn
neveHunn 3abonesaHun UK. B nccnegosanun R. Bellantone
1 COABT., BK/lOUYaBLIEM 526 naunmeHToB Noc/e TOTaNbHON TU-
peonasKToMUK, YacToTa CTOMKOro Mapasnunya BO3BPATHOrO
HepBa 1 CTOMKOW runokanbumemnn coctasuna 0,4 n 3,4%
COOTBETCTBEHHO [11].

MNocneonepauynoHHbIN rMNonapaTMpeo3s — OCHOBHOE
OCJIOXKHEHME MOCNe onepauuin no noeogy 3aboneBaHMn
LXK nnm OLLXK c pa3BuTueM CTOMKOro UAn peuuansmpyto-
Lero crnasma rosiocoBbIX CBA3OK M3-3a BblPaXXeHHOro CHU-
XEHUA YPOBHSA CbIBOPOTOYHOIO KanbLd, BNIOTb A0 pa3Bu-
TUA TMNOKaNbLMEMUYECKOTO Kpm3a. ITO COCTOAHME MOXKET
ObITb NMPOMYLUEHO BCNEACTBME HEAOCTAaTOYHOIO KOHTPOJIA
3a YPOBHAMM KanbLus (06LLero n MOHN3MPOBAHHOIO) 1 Na-
patupeoungHoro ropmoHa (MTl) Kak B nocneonepaynoHHOM
nepuoge, Tak 1 B 6onee no3gHue cpokn. Kak nokasano uc-
cnepoBaHue S.Viana Baptista u coasrt. [12], cy6beKkTuBHOE
1 0OBbEKTMBHOE NcCeloBaHnA GYHKLMIN ropTaHu B Npefo-
nepaLvoHHOM neproge LenecoobpasHbl 4J1A OLEeHKNU ONHA-
MUKW OCHOBHOTO 3ab0sieBaHMsA 1 MOCIeoNepPaLMOHHbIX OC-
NOXXHEHUN, paHHen peabunuTaunn n anddepeHUnanbHOro
avarHosa ¢ 3abonieBaHUAMU, HAMPAMYI He CBA3AHHLIMU
C 3HAOKPUHONaTtuen. ABTOPbl NPU3bIBAOT HE KOHLEHTPU-
POBATbCA TOMBKO JINLIb HA AHATOMUUN 1 COXPaHEHUN GYHK-
uMn BO3BpPATHOro Hepsa. [lo pesynbraTam uccnegoBaHuWA
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y 60MbLWINHCTBA NALVEHTOB B TON WY MHOWM CTENEHN Oblnn
Xanobbl Ha U3MEHEeHVe KauyecTBa rosjioca VW BbISBJIEHDI
6eccuMnTOMHble  PYHKLMOHAJIbHBIE, peXe OpraHnyeckue
N3MeHeHVA ropTaHU B NpefonepauuoHHoOM nepuoge (yT-
BEPAUTENbHbIE OTBETbI HA MPAMbIE BONPOCHI O AUCHOHUN —
16,7%; HapyweHua no onpocHuky Voice Handicap Index
(VHI) nerkon cteneHn — 95,5%, cpepHen ctenenn — 4,9%;
no wkane GRBAS (G = grade, R = roughness, B = breathiness,
A = asthenia, and S = strain) 6onee 1 — 35,8%; cTpo6ocko-
nusa, OTAINYAIOLWAACA OT HOPMbI, — 59,6%) Npu OTCyTCTBUNK
HapyLLUeHNA NOABMXKHOCTUN rOPTaHW, YTO, BEPOATHO, CBA3AHO
C MegsieHHbIM pa3Butnem natonorum WX n agantaymen na-
LUMeHTa K roioCoBbIM CMMNTOMaM W/VUNnM Hanuunem conyt-
cTBytowen natonorum roptadu. lNpu nposegeHnn npepo-
nepaumroHHON OLEHKN rofloca MOXHO BbIAAIBUTb ATPOreHHOEe
MoBpeXAeHMe UM 060CTpeHVE UMeloLLeroca paHee 3abo-
neBaHWsA B noctonepaymoHHom nepuoge [12]. Mo gaHHbim D.
Bartsch et al. Ha 3Tane npegonepaLOHHON NapUHIroCKONUK
u3 12 578 nmaumeHTOB C JOBpOKayecTBEHHbIM OOpa3oBa-
Huem LXK y 116 BbiABNeH OAHOCTOPOHHUN Mapes3 ropTaHuy,
y 4 — nBYCTOPOHHMI [13].

OTeyeCTBEHHbIMU  KINUHUYECKUMU  peKOoMeHAaUUAMU
Poccuiickon accouymaymm 3HAOKPUHONOIOB N HaumoHanb-
HOM MeaULMHCKON accoumnauum OTOPUHONAPUHIONOrOB,
PYKOBOZACTBaMU WHOCTPaHHbIX MPOhECCUOHANbHBIX CO00-
wectB (American Thyroid Association, American Academy
of Otolaryngology-Head and Neck Surgery) pekomeHpayeTca
OCMOTP rOJI0COBbIX CKNAZOK Y NaLMeHTOB nepes onepaTms-
HbIM BMeLlaTenbcTBOM Ha LK. YacToTta npegonepaunoHHo-
ro napesa vy napanuya roptTaHu y naumMeHToB ¢ Jo6poKa-
yecTBeHHbIM 3aboneaHuem LXK npu npegonepaLloHHo
napuHrockonuu konebnetca ot 0 go 3,5 n go 8 y nauueH-
TOB ¢ pakom LXK (10-15% cnyuyaeB paka LXK nposasnatoTca
SKCTpaTUpEOVAHbIM pacnpocTpaHeHuem) [14]. American
Academy of Otolaryngology-Head and Neck Surgery B knu-
HUYECKUX peKoMeHAauuAX Mo YNyyleHMIo rofioca mocne
onepauun Ha WX HacToATenbHO pekomeHAyeTcA Hanpas-
NATb MAUMEHTOB K NapVHronory, eciv CUMMTOMbl COXpa-
HAlTCA OT 2 Hep Ao 2 mec [15]. MNMporHo3 u 3¢pdeKTMBHOCTDL
KOHCEpPBATMBHOIO JIeYEHNA HanpAMY 3aBUCAT OT CPOKOB
Hayana nocnegHero, AMHAMUYECKOrO KOHTPONA AblXaTeNb-
HOW 1 ronocoBoi GyHKLUMM B MOC/IeONepaLoHHOM Nepro-
ge. Cxema neyeHus nNpu TpaBMaTUUYECKOM Mapese ropraHu
BKJIIOYAeT NapeHTepanibHOe BBeAEHME [IOKOKOPTUKOCTe-
pouaoB, aHMMOMNPOTEKTOPOB, BUTaMUHOB Tpynnbl B 1 aHTuK-
XONMH3CTEepa3HbIx npenapatoB [14,15]. CteneHb CTeHO3U-
pOBaHMA NMpPOCBETa ropTaHW W, COOTBETCTBEHHO, TAXECTU
COCTOSIHUA GONBbHOrO onpefensaeTcsa npu oblem ocmoTpe
N npoBegeHMn OOLLeKNNHUYeCKoro obcnepoBaHuA. [Mpu
[BYCTOPOHHEM Napese roptaHu HapyllaeTca AbixaTenbHas
bYHKUMA C pa3BUTMEM CTEHO3a, HEMOABUXKHbIE FONTOCOBbLIE
CKMagKM yvalle HaxogAaTcA B cpefvHHOM (AucdoHus oTcyT-
CTBYET) WAN MapaMefViaHHOM MONIOXKEHUU, NPU KOTOPOM
HeCMblKaHMe rOI0COBbIX OTPOCTKOB YepnanoBUAHbIX XPA-
wer 1-2 MM He BbI3blBaeT 3HAaUYMMbIX ANA NaLMeHTa Hapy-
weHun ronoca. Mpy OgHOCTOPOHHEM napese AUCHOHKA
NpoABnAeTCA NpU NapameguaHHOM, UHTEPMeAVaHHOM U
natepasbHOM MONOXEHUN HEMOABUXHOW CKnagku. Kpome
TOro, OTMEeYEeH NOCTTUPEOVAIKTOMUYECKNIA CUHAPOM, NpU-
YVHbI KOTOPOTO eLle HeOOXOAUMO M3yyaTb, KOraa »anobbl
Ha M3MeHeHMe ronoca U YyBCTBO KOMa B ropne BO3HMKa-
0T B MocCieonepaurioHHoOM nepuoge 6e3 noBpexnaeHus
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BO3BPATHOIO HEPBA U MPY HOPMasibHbIX NMOKa3aTenax o6b-
€KTUBHOIO UCCNeA0BaHUA (MapUHrOCKONWsA, aKyCTUYECKMIA
aHanus, snekTpomuorpadus). BeposTHO, npu OTCYTCTBMU
KaKnx-nnbo noBpexAaeHui npexomsline ronocoBble CUM-
MTOMbI CBfi3aHbl C HOPMAJIbHbIM MPOLECCOM 3aXKMBNEHMS:
bYHKUMOHANbHBIA KOMMOHEHT CBA3aH C MeCTHON 605blo
1 SMOLMOHANbHOM peaKkunen Ha onepauuto. CTonkne nsme-
HEeHUs royloca yalle Habn4ANUCh Y NMOXMIIbIX XKEHLLMH Npu
TnpeoungakTommm [10].

B uccneposanum L. Junuzovi¢-Zuni¢ n coasT. 6bi10 Bbl-
AIBNIEHO [OCTOBEPHOE pasfinune OO W MOC/e JieYeHnsa ru-
NnoTMpeo3a Mo akyCTMYeCKM MapameTpam 1 napameTpam
BocnpuATMA (wkana GRBAS), B OTHOWEHUN FMNepTMpPeo-
3a — TOJIbKO MaKCMManbHoe BpeMsi GOHaLUM UMENO 3Hauu-
MYI0 pa3HuMLy 1 napameTpbl Bocnpuatuna [16].

Mpu akpomeranum — TAXKENIOM CUCTEMHOM, MeAJieH-
HO nporpeccrpymoLllem, HeNPO3IHAOKPUHHOM 3aborneBa-
HUN — U3MEHEHVA FrONI0Ca ABNAIOTCA AANEKO He BeyLMU
W NPOSABNAOTCA He cpasy. Bbicota GOpMaHTHbIX YacToT 3a-
BMCUT OT CTPOEHNA U Pa3MepOoB rofIoCOBOrO TPaKTa, A3blKa
N KOCTEN NULEBOro cKeneTa. XpOHUYECKNI N3ObITOK coMa-
TOTPOMHOIO FOPMOHA Y JINL, C 3aKOHUYEHHbIM GU3MOSNOrK-
YeCKVM POCTOM OMOCPEeAOBaHHO, Yepes3 rmnepnpoayKLUmio
UHCynuHonogo6Horo ¢aktopa pocTta-1, NpuBOAWT K CW-
CTEMHbIM MATONIONMYECKUM U3MEHEHUAM, CPeau KOTOpPbIX
OCHOBHBIMY  SIBMIAIOTCA  AWUCNPONOPLMOHASIbHBIA  Nepuo-
CTaNbHbIN POCT KOCTEN, XPALLEN, MATKNX TKAHEN 1 BHYTPEH-
HUX OPraHoOB, TaKXe HapyleHnsa MOPPOdYHKLNOHANIBHOIO
COCTOAIHNA CepAeUYHO-COCYANCTON M NIerOYHOM CUCTeM, pa-
60Tbl ApYyrux neprudepryeckux SHAOKPUHHbBIX xene3. KocT-
Hble U3MEHEHMWA YepernHo-nvueBor obnacty, yBenmyeHve
obbema BepxHeuyenoCTHbIX Masyx, nponudepauus TKaHen
BEPXHMX AbIXaTeNbHbIX MyTel, B TOM YUCIIE YTOSLIEHNE XPs-
Lel roOpTaHM 1 FONI0COBBIX CKMAJOK, COOTBETCTBYIOLWNM 006-
pa3oM OTpa<aloTcA Ha FoflocoBO GYHKUMM B BULE CHIDXKE-
HUA BbICOTbI Fofloca, oxpunnoctu. MNpu gaHHOW natonoruu
TaKXKe Be/MKa BePOATHOCTb KanbUndrKaumm 1 guciokaumum
yepnanoBuAaHbIX XpALlen, Begywmx K gucooHun [17]. Coue-
TaHMEe O0COBEHHOCTEN BHELLIHEro BMAa 6O0JIbHOrO C PSAOM
KNMHMYECKUX MPOABMEHNI JAlOT OCHOBaHMe 3arnofo3puTb
y naumeHTa akpomeranuio. Ho HecMoTps Ha TO UTo akpome-
ranua xapakTepusyeTcs BbIPaXKeHHOW CMMMTOMATUKOW, 3TU
M3MEHEHVA HapacTalT NOCTENEHHO, U ANIA UX NPOABEHNA
MOryT noTpeboBaTbca rofpl. [103TOMy Npy MeANeHHO Npo-
rpeccupyoLeM Pa3BUTUN aKPOMEraivm U3MEHEHME XapaK-
TEPUCTMK FOI0Ca 3a4acTylo HE OTMEYAETCA HU CaMMM MaLu-
€HTOM, HU €ro POACTBEHHVKaMK. [0 faHHbIM CCnegoBaHNA
L.C. Wolters n coaBT., neueHvie akpoMeranun (adbloBaHTHOE
KOHCepPBaTMBHOE + XUPYPrnYecKoe WM KOHCEePBaTUBHOE,
npyY MNPOTUBOMOKA3aHMAX K XUPYPruyeckomy) npusoguT
K CHWKeHuio 6annoB ¢pr3nonormyeckoro n ¢GranYeckoro
KOMMOHEHTOB onpocHuka VHI, ocobeHHO B TeyeHne nep-
BOrO rofja fieyeHus, npuyem Gpusnonornyecknin KOMNOHeHT
CHUXaeTcA 6onblie y MyunH. O6wmn 6ann VHI Takxe cHu-
3UJICA, HO CTAaTUCTUYECKM He 3Haumo. OTMeYanocb ymMeHb-
WeHWe OTeKa U rUnepTpodun CIn3NCTo 06O0NOUKM Npu
BMAEONAPVHIOCTPOHOCKONUN, OHAKO OOBbEKTUBHbIE Mapa-
METPbI FOf10Ca OCTaNIUCb HEU3MEHHbIMM: 3TO 06BACHANOCH
aBTOPaMV BO3MOXKHOW HEJOCTAaTOYHOW YyBCTBUTENbHOCTbIO
annapatypbl Npu HebGONbLIOM CABUre MapameTpoB, KOM-
MEeHCAaTOPHBbIMY MN3MEHEHUAMMW, KOTOpPble MOFN MOBAUATb
Ha BOCMpUATME rofloca, U afjanTauvein naumeHToB K Cob-
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CTBEHHOMY ronocy. Hy>HO yuuTbiBaTb, UTO CpefiHMe 3Haye-
HUA, NO AaHHbIM onpocHuKa VHI, n 0o neyeHua Haxognnncob
B Npefenax HopmasnbHbIX 3HayeHnn, FO — Ha HWKHen rpa-
HULEe HOpMasibHOro AnanasoHa [17].

Mpw pedpuurTe COMATOTPOMHOIO FOPMOHA, B CBA3U C Ma-
NbIMU pPa3Mepamy FOfIOCOBOrO TPaKTa, XapaKTepHbl 6onee
BbICOKME 3HaYeHss GOPMaHTHbIX YaCcTOT U ANUTENbHOE NoJ-
JepXaHne npenybepTaTHbIX aKyCTUYECKMX NapaMeTpoB ro-
noca[1].

Y BeBoYEK 1 KEHWMH C cnHpgpomom LllepewieBckoro-
TepHepa oTmMeyaeTcsi 6o5iee BbICOKMI FONOC B CBA3U C MEHb-
WMMK pasMepamm ropTaHn U YaCTUYHOW aHOPOreHHON He-
[JOCTaTOYHOCTbIO, TakXKe XapaKTepPHbIM ABMAETCA HOCOBOW
OTTEHOK rof0ca, 00YCNOBEHHDBIN CTPOEHNEM PEYEBOTO ar-
napata — BbICOKOE «roTmyeckoe Hebo». AfeKBaTHas Tepa-
nMA npenapatamu ropmMoHa pocTa 1 NOJIOBbIMU CTeporAaa-
MM CHUXKAET YacToTy rofloca 1 yBeNMYrBaeT ero rnyouHy [1].

C no3nuuin cMHApPOMa rMnoroHaausma guchoHun aenst-
CAl Ha XapaKTepHble A4fiA NePBUYHOrO (Mpe- 1 nocTnybeprat-
HbIA TMNOrOHagu3M) M BTOPUYHOrO. [lOBbilEHME YPOBHA
MPOMAKTUHA Ha ¢oHe afeHOMbl rmnodusa, NMoaaBNALEro
ceKpeLuto NITENHM3NPYIOLLErO FOPMOHA, — OfHa 13 NPUYMH
BTOPVYHOIO TUMOrOHaAM3Ma, KIIMHUYECKM MpPOABEHMEM
KOTOPOrO Yy MeHLUMH ABNAETCA aMeHOopesa NN AUCMeHopes,
MO3TOMY BO3MOXHbI CUMMTOMbI ANCHOHMU, NOAOOHbIE Me-
Homnay3asbHbIM GU3MONIOTMYECKNM M3MEHEHUsIM (OnrcaHre
KOTOopbIx NogpobHee npeacTaBneHo aanee). [ns MyXuvH xa-
paKTepHO CHUXKEHME CUJTbI M Arana30oHa ronoca, BbiCOTa yalle
HeusMeHHa. TakKe cruna MyXCKOro rofioca CHVPKaeTca npu
YMEHbLUEHUN YPOBHSA GONANKYNOCTUMYNMPYIOLLEro FOPMOHA
1 TectocTepoHa [18]. YacTHbIM NpUMepOM MOXKET ObITb 11 CUH-
LPOM MMOroHaAM3ma y My>KUmH C caxapHbiM AnabeTom, oco-
6eHHO Ha GoHe oxupeHusa [19]. OfHako, CyaA MO N3yUYeHHbIM
NUTEPaTYPHbIM NCTOYHUKAM, Xasiobbl Ha M3MEHEHME rofoca
He ABNATCA 3HAUMMbIMU B JAaHHbIX KNUHUYECKX CUTYaLMSAX.

B pamkax cumHOpoma runepaHApoOreHMy onucaHbl us-
MEHEHVSA rofoca Npu 13bbITKe NOIOBbIX FOPMOHOB — CUWH-
ApOoMe MONMKNCTO3HbIX AnYHUKOB (CI1f), BpoXaeHHON anc-
dyHKUMM Kopbl HagnoveyHukos (BOKH).

BOKH xapaktepusyetca u36bITOUHbIM Ob6pa3oBaHVEM
AHJPOreHoOB, UTO, Bbi3blBas BUPUIM3ALMIO FOJIOCOBOrO an-
napata, MoXeT CHU3NTb FO y xkeHWwuH. CxoHble N3MeHeHUsA
BbIABNATCA MPU MOBbILEHUN afPEHOKOPTMKOTPOMHOrO
ropmMoHa Ha poHe afieHoMblI runodusa [1].

CMA, BKIUalWWA rMNepaHaporeHnio, Habnogaerca
y 5-15% »eHLWmnH penpodyKTMBHOro Bo3pacTta. ABTOpbl of-
HNX UCCNEfOBAHWN BbIABASAIOT Y AaHHbIX MALMEHTOK 60Mb-
e rofsIoCOBbIX CUMMTOMOB MO CPAaBHEHUIO C KOHTPOJNbHOM
rpynnown, aBTopbl Apyrux — He otmevatoT BavaHua CIA
Ha ronoc [20, 21].

AHOpOreHbl W3MEHAIOT TUCTONOTUYECKYIO CTPYKTYpPY
TKaHel rofioCoBbIX CKNMAAoK, BKoYasa runeptpoduio wu-
TOYepnasoBUAHbIX MbILIL, MapakepaTo3 3NUTENMA U Xe-
Ne3nCTy0 TMMNepniasnio, YTo He MOXET ObITb OnpeaesieHo
npy napuHrockonuu. OQHAKO Aaxe npu OTCYTCTBUM Xanob
N OOBEKTUBHBIX aKyCTUUYECKMX pa3nmuuii npu ¢GrubpocKo-
nMn 1 CTPoB6OCKONMM GbIIO OTMEUYEHO BoJlee YacToe BbisiB-
neHve 6eCCUMNTOMHON MMNEPTOHYCHON AUCHOHUN, HEMo-
HOFO 3aKPbITUA FOIOCOBOW LIENU U HapyLLeHWs BUGpaLuu
rofIoCoBbIX CKNaAok B rpynne naumeHtos ¢ CMA no cpas-
HEHWI0 C KOHTPONbHOWN rpynnon. [laHHoe ABneHne moxet
ObITb CBSI3aHO C MOBbILIEHHBIM YPOBHEM aHOPOreHOB UK
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TPEBOXKHbIMM 1 eNPECCUBHBIMY PacCTPONCTBAMU, PUCK KO-
TopbIX accoummnposaH c CMA [22].

Mpu caxapHoM AvabeTe M3MEHeHUs rosioca MoryT Ha-
6n1104aTbCA KaK NPy OCTPOM TUMEPrIMKeMUYECKOM COCTO-
AHUN (OCOOEHHO TMMEPOCMONIAPHOM), TaK U KaK CieacTeue
XPOHUYECKOW T[UMNepriMkeMmn B Bufe Auabetmyeckon
Helponatumn [23]. Tuneprnvkemus, usMmeHeHne 6anaHca
XMIKOCTM U 3NIEKTPONINTOB MPY CaxapHOM AnabeTte moryTt
KOCBEHHO BNUSATb Ha ronoc. TMNMYHOWN »Kanobon sBnsaeT-
CA KCepoCToMUs, KOTopas 3aTpyaHsAeT doHauuio B CBA3M
C HAapYLUEHVEM YBIIaXKHEHUSA C/IM3KCTON OBONTIOUKN rOpTaHuU.
NnabeTnyeckas HelponatTsa Hepeako HapylwaeT paboty
MBbILLL, FOPTaHKW, YYacTBYIOWMUX B ronocoobpaszoBaHun [1].
Mpu oCTPOM FMMNEPrIMKEMUYECKOM COCTOAHUN OCOHEHHO-
CTbIO KJIHUYECKOW KapTUHbI ABNAETCA MonnMopoHas He-
Bponormyeckasa cumntomMaTvka (Cymoporu, ansaptpus, rv-
nep- UM rMNOTOHYC MbilL, Napes3bl), He yKNnaablBaloLWaaca
B KaKOW-NMOO YETKNI CUHAPOM, NU3MEHUYMBAS 1 MCUe3atoLwas
npu HopManu3sauuy oCMONIAPHOCTU. [py AOCTUXKEHNN KOM-
neHcaumy yrneBogHoOro obmeHa, B CJlyyae oTCyTCTBUA NOMN-
HelponaTum C HapyLleHeM PaboTbl MbilLL, FOpTaHU, U3Me-
HeHuA ronoca obpatumsl [23]. B nccnegosanun A. Hamdan
1 COaBT. OTMEYEHA B3aMIMOCBA3b MeXKAY HeafeKBaTHbIM -
KEMUYECKNM KOHTPOJEM M OXPUMNOCTbIO [24].

MaumeHTbl C HEMPOCEHCOPHOWN TYroyxoCTblo Ha ¢oHe
NPOrpeccrpyoLLEro CaxapHoro AnabeTa CKOHHbI FOBOPUTb
C NOBbILEHHON MHTEHCMBHOCTbIO, YTO MOXET OTpULaTeNIbHO
CKa3aTbCA Ha COCTOAHUM FONOCOBbIX CKNagoK. Kpome Toro,
BHEMMLLEBOAHbIE MPOABMEHNA racTpo3odareansHon ped-
JIIOKCHOW GOMNEe3HN YacTo BCTPEYAKTCA Y MaLUeHTOB C ca-
XapHbIM AAbeTOM 1 aCCOLMMPYIOTCA C MIIOXUM TINKeMUYe-
CKNM KOHTpOJeM, BereTaTBHOM HeMponaTuein, oXxXnpeHnem
1 UCNOJIb30BaHNEM NEKAPCTB, BANAIOLWMX HA TOHYC HUXKHETO
couHKTEepa nuwesoda [1].

DHAOKPVIHHbIE PACCTPOCTBA, ONMMCaHHbIE Bbllle, U pAg
OpYrux Hepeako COMPOBOXKAAKTCA M3MEHEHMEM FOMoCa,
OfHAaKO MPU FPaMOTHOM KOHCEPBATMBHOM W XuUpypruye-
CKOM JIeYeHV OCHOBHOTO 3ab0/eBaHNA BO3MOXHO MOSTHOe
€ro BoCcCTaHoB/eHMe. [pr 3ToM Ppu3monormyeckrne BoO3pact-
Hble N3MEHEHMA OKa3blBaloT 3HaUMTeNIbHOE BAMAHME Ha ro-
NOC fjaxe OTHOCUTENIbHO 340POBbIX JIAEN, YTO 0COBEHHO
aKTyanbHO A5 NEBLOB, aKTEPOB, YUUTENen 1 gpyrmx npes-
CTaBUTESIEN rONIOCOPEYEBbIX MPOdeccuil.

MNonosble ropmoHbl, Hapagy ¢ ropmoHamu LXK, Hau-
6onblIMM 06pa3oM BO3AENCTBYIOT Ha rOJIOCOBON annapat
yenoseka. Bonpoc BnvAHMA NONOBbIX FOMOHOB Ha rosoc,
ABNAWMNCA BaXHbIM BTOPUYHbLIM MOMOBbLIM MPU3HAKOM,
TpebyeT 0cO60ro BHUMaHus. MoBbILIEHE YPOBHA aHApoOre-
HOB Y IOHOLLIE BO BpeMs MOJIOBOro CO3peBaHuA NpuBoOauT
K yBENMYEHVI0 0ObemMa MbillLl, CBA30K U Pa3MeEPOB XpsALLen
ropTaHu, UTo BeAeT K CHMXEHUI0 OCHOBHOrO TOHa ronioca
Ha OfHy-NoNTOpbl OKTaBbl. [leTn He ycrneBalT MnepecTpo-
UTb KOPKOBbIE UMMYSIbCbl Ha QYHKLNOHMPOBAHME B HOBbIX
YCNOBUSIX, UTO MPUBOAUT K AUCKOOPAUHALMK GYHKLUOHK-
pOBaHUsA roIoCOBOrO anmnaparta, 006bIYHO dr3nonornyeckas
MyTauusa 3aBepliaeTca agantaunen [25]. OgHako BO3MOX-
Ha natonornyeckasa MyTauva B BMAE 3aQepPXKKU MyTauumu,
HEernosHoOWM MyTauuy, NpexpeBpeMeHHOW MyTauuu, MyTa-
unoHHoro ¢anbueta. NepBUYHBIA TUMOFOHAAU3M MOXET
CTaTb NPUYMHOW Pa3BUTUA WUTOBUAHOIO XPALWA U NPOUYNX
CTPYKTYP FOpTaHn Y My>KUMH NO XEHCKOMY TWMY, 1, COOTBET-
CTBEHHO, 3aTAHYBLUENCA MyTaLMOHHON ANCchOHUN, KoTopas
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HAYYHbI OB30P

XapaKTepm3yeTca BbICOKAM OCHOBHbIM TOHOM, CilaboCTbio
rofoca, OXpunnocTblo, aunnopoHven. Koppekuus nposo-
AMTCA npu nomowm dboHoneaum, npu ee HeapPeKTNBHO-
CTV — VIHbEKUWIA 6OTYNOTOKCYHA B HAANOA bA3bIYHbIE MblLLI-
ubl MO0 XMPYPruyeckoro BMeELLATeNbCTBa MapaniesibHo
C JlIeyeHreM OCHOBHOTO COCTOAHMSA [26].

MeHCcKui ronoc He npeTepneBaeT CTOMb pPe3KnX 1n3me-
HEHUI Ha GpOHe MOBbILEHMA YPOBHA 3CTPOreHOB U recTa-
reHoB B Ny6epTaTHbIN Nepuog, MeHAeTcA Ha 3—4 nonyToHa.
OpHaKko 3HaunTeNnbHOE FrOPMOHAJIbHOE BANAHME Ha »KEeH-
CKUA TONOC MOXHO OLIE€HMTb, OCHOBbIBAaACb Ha M3MeHe-
HUAX, CBA3AHHbIX C MEHCTpyanbHbIM LMKNOM. Bo Bpems
6epeMeHHOCTN XEHLMHA CTANIKUBAETCA CO MHOXECTBOM
dr3nyecKux 1 smMoUMoHanbHbIX 3mMeHeHui. Ha ¢oHe no-
BbILIEHNA YPOBHA 3CTPOreHa, NporecTepoHa U NponaKkTu-
Ha OTMeyYaeTcAa OTeK roJIoCOBbIX CKMafoK, HabnogatoTca
paclwmpeHne COCyAoB FONIOCOBbIX CKNMAAOK, yXyALleHue
napviHrodbapuHreanbHoro pedniokca, M3MEHeHUe OcCaH-
KU1, CHVXEHMe eMKOCTW JIerkux, M3MeHeHMe pe3OHaHca.
B nccneposaHum H. Ghaemi n coaBT. BbiABIEHbI 3HaUMMble
OT/INUMA B BUAE OTEKa rofIOCOBbIX CKAAO0K, YMEHbLUEHNA
MaKCUMasnbHOro BpemeHn ¢poHaumm (MB®D) 1 nameHeHun
no gaHHbim VHI nnwb B Il pumectpe 6epemeHHocTr. CHI-
XeHue MB® MoxeT 6biTb CBA3aHO C M3MEHEHVeM obbema
GpIOWHOM MONOCTN U eMKOCTW nerkux [27]. Pag gpyrux
nccnepoBaHuin [28, 29] Takke noAaTBep)KAaeT U3MEHEHUs
CTPYKTYPbl FOJIOCOBbIX CKNAaAOK B BUAe YBENMYEHUA TON-
WWHbI 3NUTENWA, CYXOCTW, BA3KOCTU CEKpeTa M CHUMXe-
Hua MBO B lll Tpumectpe 6epemeHHOCTH. MMpaKkTUyecku
1/3 XeHWWMH penpoayKTMBHOIO BO3pacTa, He UCNONb3yHo-
WKUX rofioc NpodeccMoHanbHO, OTMeYalT N3MEHeHUe ro-
Nnoca B TEYEHUE KM3HM, @ TaKXKe 3HaUUTENbHbIe N3MEHEHNA
B NocTMeHonayse [22]. B noHATMe npeaMeHCTpyanbHOro
CYHAPOMa TakXe BxoauT ancdonus [1]. Dusmnonornyeckme
N3MEHEHUA XEHCKOro rosioca B TeYEHME XN3HN pe3tomMu-
poBaHbl B Tabnuue 1. [laxxe ecnv npu C/iyXOBOW OLEHKe
ronoC NpM3HaeTcA HOPMasbHbIM, CrieyeT OTHECTUCH K Xa-
no6am BHMMATENbHO, TaK KaK B AafibHENLIEM Y 3TUX »KeH-
LWMH MOXET Pa3BUTbCA MTMMOTOHYC FONOCOBbIX CKNAA0K UK
Ba30OMOTOPHbIN MoHOXopAuWT [30]. 3amecTuTenbHasa ropmo-
HanbHasA Tepanusa MOXeT CrocOOCTBOBAaTb MEHee 3aMeT-
HbIM NPOABNEHUAM NPeCcOUPOHNN (MOHUKEHNA YAaCTOTHBIX
XapaKTepucTuk), HabnogaeMbiM B MOCTMEHOMNay3e.

Hepepko k ectectBeHHOMY ¢U3MONOrMyeckomy crape-
HMIO NIOAN OTHOCATCA Kak K HeM36eXKHOMY npoLeccy, KoTo-
PbI, XOTA U CHUXKAET KaueCTBO KM3HW, He TpebyeT AoNOoJHN-
TesibHOV NPOGUNAKTUKM 1 neyeHus. [pur 3TomM B nonynaumnm
niopent ctaplue 65 net B 30% cnydyaes BbisiBnseTca aucdo-
Hua [31]. OgHako BaXHO MOMHWTb, YTO C YBEPEHHOCTbIO
MOCTaBUTb [MArHO3 «npecoudoHmsa» MOXHO MeHee Yem
B 10% cnyyaes, Tak Kak C BO3pacTOM MHOrve filoau npuob-
peTaloT pa3nmyHble 3aboneBaHyA ropTaHu, NpoABAsoLecs
PacCcTPOMCTBOM ronoca: NapuHIKTbI, HOgO3Hble 0bpa3oBa-
HWNA roNI0COBbIX CKNAZOK, pak ropTaHy, Napesbl U napannymn
rofI0COBbIX CKNAAOK 1 npoune [32].

OpraHv3m yenoBeka nofBepraeTcd roOpPMOHabHbIM
U OOWMM WHBOJIIOUMOHHBIM W3MEHEHWAM, Cpean KoTo-
pbix — aTpoduA MbILIEYHOrO M CBA3OYHOrO annapara
ropTaHy, Kanbunbukaumsa Xpswen, CHuXKalowasa mx nog-
BVXKHOCTb; YMEHbLUEHME 3N1acTUYHOCTU CKeneTa rpyaHoun
KNETKN N >KM3HEHHOWN eMKOCTM JIerkKnx, YTo yKopaumBaet
$OHALUMOHHDBIN BbIZOX M CHUXKAET CUy rosioca; atpodus

Problems of Endocrinology. 2022;68(2):48-55



REVIEW

Mpo6nembl sHAOKpUHONorun / Problems of Endocrinology | 53

Ta6nuua 1. DU3ronornyeckme N3IMeHeHNa ronocoBoro annapata N XapakTepPUCTUK roNloca y XeHLWKWH B TeYEHNE XKXU3HU No K.V.S. Hari Kumar n coaBT.

(2016) [1]

FopmoHanbHblie

®dasa XKN3HEeHHOro unKna
N3MeHeHusA

N3meHeHne

CTPYKTYpPHbIe NsMeHeHuA XapaKTepuCTuK rosoca

YBennueHue ypoBHen

MNMonoBoe co3peBaHne
3CTPOreHOB U recTareHoB

PocT ronocoBbix cknagok
N NPOYUX CTPYKTYP
rofIoCoBOro annaparta

OTCyTCTBYIOT 3HaUMMble
U3MeHeHNA

MeHcTpyanbHbIii LKA

YBennueHve ypoBHaA

QonnukynsapHas ¢dasa
3CTPOreHoB

CHWKeHVe BbIHOCIIMBOCTU
rojioca

OTeuHOCTb CTPYKTYP
ropTaHu

YBennueHue ypoBHA

OBynaTopHas ¢asa
Y P ¢ 3CTPOreHoB

YBennuyexne TOJILLNHbI
FONNOCOBbIX CKJTaAOoK

3aTpyaHeHve npu neHnn
BbICOKUX HOT

YBenuueHve ypoBHsA

JliotenHoBas dasa
nporecrepoHa

[MoBbiweHne BA3KOCTN
CceKpeTa ese3 roptaHu,
HapyLLeHne YBNa)KHeHMA
ee CIN3NCTON 060NoUKMN.
CHMXeHme ToHyCa MblLL
ropTaHu

CyeHune amnanasoHa ronoca

CHuXeHne ypoBHen

MeHonaysa
YBennueHve ypoBHA

aHAporeHoB

3CTPOreHOB 1 NporecTtepoHa.

ATpoduA MbILUL, FOPTaHMN.
Occndumkauma xpawen
ropTaHu.

YBennueHne TONLWUNHbI

N CHUXKEHWE 31aCTUYHOCTY
ro/I0COBbIX CBA30K

CHuxeHre cunbl
1 BbIHOC/IMBOCTY ronoca.
CyxeHvie gnanasoHa

XKenesmncTbix CTPYKTYP U NUMQOVAHO-IMOTOYHOIO KOMbLa
MNMuporosa-Banbgeriepa, NprBOAALLAA K HAPYLLUEHWIO YBaX-
HEHUA CIM3UCTON OBONIOUKN FOPTAHW, CHUXKEHUIO MECTHO-
ro MMMYHWTETa; yBe/IMYeHMe MOoWaan pacnpocTpaHeHms
MHOFOCJIOMHOrO MAOCKOro 3NUTENUSA, paspacTaHue coeaun-
HUTENbHOW TKaHW U XXKMPOBOW KNEeTYaTKu, yBefinyeHme niot-
HOCTM rofI0COBbIX CKNagoK. [Mpn napmHrockonmm ronocoBblie
CKNaiky aTpodUUHbl, HEMHOIO MNPOBUCAIOT, CBOOOAHLIN
Kpan HepoBHbIN. [lereHepaTuBHble M3MEHeHWUA MPUBOAAT
K CHVPKEHMIO aMMnTyhbl KosiebaTeNibHbIX OBUKEHUN FOJo-
COBbIX CKJIAZIOK 1 HEMOJIHOMY UX CMbIKaHWIO Npu GpoHaLumu.
3T0 cnocobcTBYeT U3MEHEHWIO BbICOTbI FOfI0CA U MoABIe-
HU0 4OOABOYHBIX MPU3BYKOB B rONI0CE — OXPUMOCTH, MPW-
ObIxaHusA, gpoxkaHua. CTOUT TaKXe yuuTbiBaTb Hanuume Co-
NyTCTBYIOLNX COMATUUYECKUX 3a60NIEBaHNIA, KaK BO3MOXHYHO
npuuuHy npecbmndoHum [31].

Y nuy ¢ npecbudoHmel BbIABNAIOTCA U3MEHEHNA NpPaK-
TUYECKN BCEX aKyCTUYECKMX NapameTpOoB ronoca. MKeHcknn
rofioC CTaHOBUTCA HVXKE, YMEHbLUIAIOTCA ero Ccuia 1 BbIHOC-
NIMBOCTb, CYXaeTcA AMHAMNYECKA U YaCTOTHbIN AMana3oH
33 CYeT ero BepxHeW YacTu. Y MyXUMH TakXe MNpOouMCXo-
ONT CyXXeHMme YacTOTHOro AuanasoHa, ronoc CTaHOBUTCA
Bbllle, HO AVHAMWYECKUA [Mana3oH NpPaKTUYecKn He me-
HAeTcA [32]. MI3BeCTHO, YTO BO3pacTHble N3MEHEHUS rofoca
y NpefcTaBUTENEN ronocopeyeBbix npodeccrii NponcxoasT
MeaneHHee v B bonee nosaHee Bpems [31].

B uensx npo¢unakTMku Bo3pacTHbIX U3MEHEHWI Fof0ca
peKoMeHAOBaHbl MoguduKauusa obpasa XusHu, pusmotepa-
nua, neyebHas Gu3KynbTypa 1 dapmakoTepanus, BKIOUA-
IOWLAA HOOTPOIHbIe Mpenapatbl, CTUMYIATOPbI NPOLLEeCCOB
TKaHeBOro obmeHa U BUTAMUHHO-MUHEPAJIbHbIE KOMMJIEK-
Cbl, BKJIlOYaoLWme BUTaMuHbl A, rpynnbl B 1 umHK. bonbuyio
poJib B NPOdUIAKTMKE 1 KOpPeKunn npecoudpoHnm urpaet
peueBas 1 BoKanbHas ¢oHoneamsa [31].
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3AKNIOYEHUE

STmonaToreHeTUYECKNA NOAXoa K JIeYEHUI0 OCHOBHOIO
3aboneBaHna fgenaeT BO3MOXHbIM BOCCTAHOB/IEHUE FOJIO-
COBOWN QYHKLUMM NPU OMWCAHHbIX B CTaTb€ SHAOKPUHHbIX
HapyLweHuax. OTeyecTBeHHbIMU 1 3apybexHbIMY PyKOBOA-
cTBaMMn NPOodECCUOHANBbHBIX COOOLECTB PEeKOMEHAYeTCs
nposefeHne BUAEONAPMHIOCKONUN Y MaLMEHTOB Kak C HOp-
MaJsibHbIM FO/IOCOM, TaK 1 C FONOCOBbIMM HAPYLUEHUAMK ne-
pen onepaTMBHbIM BMewaTenbcTBoM Ha UM n nHTpaone-
pPaLVOHHOIO HEMPOMOHUTOPUHIa BO3BPaTHbIX FOPTaHHbIX
HepBoB [33, 34]. PekomeHpgyeTcA HanpaBnATb MauMeHTa
K oTopuHONapuHronory n ¢oHuaTpy ana npoBefeHns na-
PUHFOCTPOOOCKONMM 1 OLEHKU KauyecTBa MU3HU U ronoca
NMauneHToB C MOMOLLbIO BanAM3UPOBAHHOIO OMPOCHUKA
VHI v wkanbl GRBAS, a Takke nocnegytowero gantensHoOro
HabnogeHuA 1 neveHns [33, 35]. laHHble ONPOCHUKN U LWKa-
Nbl ICNOJb3YIOTCA TaKXKe NPY aKpoOMeranuu, rmnoroHagmsme
1 QpYrvx NaTonornax.

[o onepauuun Ha WK naumeHta Heobxogmmo npepny-
npeauTb O BO3MOXHbIX MNOC/IEONEPaLMOHHbBIX HapyLIeHMWAX
rofoca u AbiXaHus; NPU BO3HUKHOBEHUW MOCHefHuX 06s-
3aTeNIbHOWN ABNAETCA KOHCYNbTauMA OTOPMHOMApMHIonora
C OCMOTPOM FOpPTaHN U OLEHKOW NMOABUXXHOCTW rONI0COBbIX
CcKnagok [33].

MNMocne xupyprunyecknx BmewwaTenbcTts Ha LWLXK npu oa-
HOCTOPOHHEM MOBpPEXAEeHUM BO3BPATHOrO HepBa MNpo-
BOAAT cCnefyiouiee neyeHue: [IOKOKOPTUKOCTEPOUAbI
napeHTepanbHO, aHrMOMPOTEKTOPbl, BUTAMUHbI TFPYMMbl
B n aHTMXONMH3CTepasHble Npenapatbl; SNeKTPOCTUMYNA-
LU0 CMHYyCcouAanbHO-MOAYNMPOBAHHbIMUA TOKaMWN U dMeK-
Tpodope3oM C NPO3eprMHOM Ha 06N1acTb ropTaHu, pednekx-
coTepanuio N HeMPOMBbILLEYHYIO NIEKTPOPOHOMNEeANYECKYIO
CTUMYNALMIO B KOMOVHALMNY C AbIXaTeNIbHON MNIMHACTUKOM.

Problems of Endocrinology. 2022;68(2):48-55



54 | MNpob6nembl 3HAOKPMHONOrMM / Problems of Endocrinology

MNocnegHre fenatloT BO3MOXHbIM yfy4lleHne rosocoBoOm
bYyHKLMM faxe Npu CTOMKOM Napanuye — 3a CYeT KOMMeH-
CaTOPHOrO 3axoXAeHus OYHKLMOHMPYOLWEN Fon0CoBON
CKJTaflKUN 3@ CPEeAHIO NIMHUI0 U CMbIKaHWA ee C napanuso-
BaHHOW. B csiyyae nonoxmTtenbHOW AMHAMUKK FON0COBOM
bYHKLMM Mocie KOHCepPBATUBHOIO fleYeHnA GOJIbHbIM pe-
KOMeHAYeTCA NPOBOAUTL KypC pOHOMeANYECKNX yPparKHe-
Hun [14, 33, 36].

MNpu 04HOCTOPOHHMX Napanyax ropTaHy, B Cllyyae OTCyT-
cTBYA 3GDEKTUBHOCTUN OT NPOBEAEHNA KOHCEPBATUBHOIO Jie-
YeHuA, NCMONb3YIOT CleayoLwme BUbl XUPYPruyecknx Bme-
LIATEeNbCTB: UMMMAHTaLUA Pa3fINyHbIX BELLECTB B FONIOCOBYIO
CKNagKy — 3HAONapUHreasnbHaa MHbEKUMOHHaA Merann3a-
LMA rofloCoBON CKMIaAKK; Hapy»KHaa TMpeoniacTnka — npu-
Be[ieHNe NMapasn3oBaHHOM rosI0COBOM CKNaAKM C MOMOLLbIO
pa3nMYHbIX MMMIAHTOB (ayTOXpsLl, TedsIOH) K CpeaHen nu-
HUW Yepe3 OKHO B MM1acTMHE WMToBUAHOro xpawa [33, 371.

MNpwn OBYCTOPOHHEM MOCTTPaBMaTUYECKOM Mapese rop-
TaHW Ha paHHeM 3Tane NeYeHna KOHCePBATNBHOE NleyeHne
NauVeHTOB AOKHO MPOBOANTBLCA B YCJIOBUAX NTOP-CTaUu-
OHapa; Henb3A NPOBOAUTb CTUMYNUpYoLWe ¢usrnonpoLe-
aypbl u GoHOMeANYECKYI0 KOPPEKLMIO, TaK Kak 3TO MOXeT
NPUBECTU K CY>KEHWIO NPOCBETA rOSI0OCOBON LWeNn U AeKOM-
neHcaumn CTeHO3a 3a CYET aKTMBaLUM NMPUBOAALMX MbILLL
roptaHu [33, 36]. Mpn gekomneHcauuun CTeHO3a ropTaHu

HAYYHbI OB30P

MOKa3aHa TPaxeoTOMUSA [/l BOCCTaHOBJIEHNA AblXaTENbHOM
bYyHKUMM € MoCnedyoWwmM KOHCEPBATUBHBIM JIEYEHUEM.
Mpy OTCYTCTBUM BOCCTAHOBNEHUS MOABUXHOCTM FON0CO-
BbIX CKNafoOK B TeueHne 12 MeC NMOoKa3aHO PeKOHCTPYKTUB-
HO-MIaCTMYeCcKoe BMELLATENIbCTBO Ha CTPYKTypax roptaHu
Mo pacLIMpPeHunio NPoCBeTa ronocoson wenu [33].

Mpy PU3MONOrMYecKnx M3MEHEHUsIX Fofloca — Kop-
PEKTHOE 1 BHUMaTesIbHOE O6LeHMe C naymeHTamm no3Bo-
NUT KIMHUUWUCTaM onpepenvTb Haubonee 3¢deKkTuBHbIE
1 6e3onacHble MeToAbl peabunutaLum ronocoson GyHKLUN
C YyYeTOM COMyTCTBYIOLEN MATONOrMKN, WHAUBUAOYANbHbIX
0COOEHHOCTEN OpraHn3ma 1 IMYHOCTU.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHmMA. PaboTa BbiMoOsHEHa MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoH}nuKT nHTepecoB. ABTOpPbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacToALWEN CTaTbM.

Yyactue aBTOpOB. BCe aBTOpbl 0406pUnYy $rHaNbHy0 BEPCUIo CTaTbi
nepep nybnvkauuer, Bbipasun cornacme HeCcTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJieXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3aHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTn
paboTbl.
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AUCTTNTMKEMUA NPU COVID-19 U CAXAPHOM AUABETE 2 TUIMA: OCOBEHHOCTHU @

FMUAKEMUYECKOTIO NPOOUNA Y FrOCNUTANTN3UPOBAHHbLIX NALMEHTOB U POJ1b
CTEPOUA-UHAYLUPOBAHHbIX HAPYLUEHUIA

©J1.I. CrpoHruH, T.A. Hekpacosa*, [1.B. bennkuHa, K.I. KopHesa, A.B. MNeTpos

MpuBOMKCKNI NCCnefoBaTeENbCKUN MeANLIMHCKII YHUBepcuTeT, HuxHun Hosropog, Poccuna

OBOCHOBAHMUE. B nutepatype HefoCTaTOUHO JaHHbIX OTHOCUTENbHO MOATBEPXKAEHHbIX pe3ynbTaTaMu HernpepbiBHOMo
MOHUTOPMPOBaHNA roko3bl (HMI) ocobeHHOCTen ANCrIMKeMUN y rocnmnTanm3npoBaHHbix 6onbHbix COVID-19 cconyTcTBy-
IOLWUM caxapHbiM anabeTom 2 Tuna (CA2).

LIENIb. /3yunTb 0COBEHHOCTU FIMKEMMUYECKOrO NPOodunA rocnuTanmsnpoBaHHbix 6onbHbix COVID-19 1 conyTcTByOWMUM
CA2 no gaHHbIM HMI, oLeHnTb 3HaueHre CTepOULHON Tepanum B reHese ANCIHINKEMUN.

MATEPUAJIbl U METOAbIl. O6cnepoBaH 21 nauneHT ¢ COVID-19 n CA2 (ocHoBHas rpynna), a Takxe 21 naymeHT ¢ C2 6e3
COVID-19 (KoHTponbHaA rpynna) ¢ nomollbio npodeccuoHanbHoro 4-7-gHesHoro HMI. Takxke cpaBHUAM ABe noArpynnbl
60onbHbIX ¢ COVID-19 1 C12: 1) naumeHTbl, NONyyYaBLUNE CUCTEMHbIE MIoKOKopTrKocTepougbl (TKC) Bo Bpema nposeaeHus
HMT u 2) nauymeHTbl, KoTopbiM HMIT npoBoannock nocne otmeHbl NKC.

PE3YJIbTATbI. B rpynne 6onbHbix COVID-191 C[12 no cpaBHEHMIO C KOHTPONIEM OTMEYasnCA MeHbLINA NPOLIEHT BPeMeHU
rMUKeMUM B LENEBOM AmnanasoHe (32,7+£20,40vs48,0+15,60%; p=0,026), 6bia1 NOBbILEHbI MOKa3aTeNU CpefHen runkemMmm
(p<0,05), HO He pasnuyanncb fonM 60MbHbBIX C aNM3ogammn rmnornukemnin (33,3% vs 38,1%; p=0,75). MNpun 3Tom 6onbHbIE,
nonyyasLune fekcameTa3oH Bo Bpema HMI, xapakTepur3soBanucb 6onee BbICOKON rmneprivkemmnein 1 oTcyTCTBUEM 3Mn300B
runornukemunin. Y 6onbHbix, kotopbim HMIT npoBogmnach nocsie oTMeHbl leKcameTa3oHa, rmneprankemus 6biia MeHee Bbipa-
XeHHOM, HO y 60% W13 HUX BbIABNANNCH 3MU304bl TMMNOMMUKEMMUY, YaCTO — HOUHbIE, KNUHUYECKN 3HAUYMMbIe U HE BbIIBNIEHHble
PYTVHHBIMU METOAAMU.

3AKJTIOMEHMUE. bonbHble COVID-19 1 C[12 oTanyatoTca Bbipa>KeHHOMYCTOMYMBOW rMNeprinkemMmmnen, ogHaKko TPeTbn3 HUXU-
MelT3Nn304bl rmnornukemun. Bo Bpema Tepanvm gekcamMeTa3oHOM OoTMeyaeTca Hambonee BbipaXeHHaa runepriavkemums,
6e33nn3040B runornukemun. Y 6osnbHbIx, Kotopbim HMIT npoBogmnoch nocie oTMeHbl fieKcaMeTa3oHa, rMneprinkemmus
MeHee BblpaxeHa, HO Y 60% 13 HUX BbIABAATCA SNU30AbI TMMOMNKEMUN, YaCTO — HOYHbIE, KNUHNYECKN 3HaUUMble U He
[OMarHOCTMpPOBaHHbIE PYTUHHBIMU MeTofaMK.bbino 6bl LenecoobpasHo pekomMeHJ0BaTh Kak MMHUMYM 5—6-KpaTHOe uccne-
[l0BaHVie YPOBHSA MI0KO3bl KPOBY (C 06A3aTeNIbHOW ee OLieHKOWM B HOUHOE BpeMs) flaxe CTabunnbHbIM 60NbHbIM C cCOYeTaHHOW
naTtonornennocnie okoH4yaHuA neverunsa NKC.

KJTKOYEBBIE CJIOBA: HenpepbigHoe MOHUMOpUposaHue 21oko3bl; COVID-19; caxapHeili Ouabem 2 muna; 2unepe/iukemMus; 2un0o2IUKeMUS; 2J10-
KOKOpmMuKoCcmepouoksi.

DYSGLYCEMIA IN COVID-19 AND TYPE 2 DIABETES MELLITUS: PECULIARITIES OF
THE GLYCEMIC PROFILE IN HOSPITALIZED PATIENTS AND THE ROLE OF STEROID-INDUCED
DISORDERS

© Leonid G. Strongin, Tatiana A. Nekrasova*, Darya V. Belikina, Ksenia G. Korneva, Alexander V. Petrov

Privolzhsky Research Medical University, Nizhny Novgorod, Russia

BACKGROUND: There is a lack of data on the features of dysglycemia in hospitalized patients with COVID-19 and concomi-
tant diabetes mellitus (DM) confirmed by continuous glucose monitoring (CGM).

AIM: to study the glycemic profile in hospitalized patients with COVID-19 and type 2 diabetes mellitus by continuous glu-
cose monitoring and the role of steroid therapy in dysglycemiadevelopment.

MATERIALS AND METHODS: We examined 21 patients with COVID-19 and DM 2 and 21 patients with DM 2 without
COVID-19 (control group) using a professional 4-7-day CGM. We also compared two subgroups of patients with COVID-19
and DM 2: 1) patients received systemic glucocorticosteroids (GCS) during CGM and 2) patients in whomCGMwas performed
after discontinuation of GCS.

RESULTS: Compared with controls, patients with COVID-19 and DM2 had lesser values of glycemic «time in range»
(32.7 £ 20.40 vs 48.0 + 15.60%, p = 0.026) andhigher parameters of mean glycemia (p <0.05) but similar proportion of pa-
tients with episodes of hypoglycemia (33.3% vs 38.1%, p = 0.75). Patients who received dexamethasone during CGM were
characterized by higher hyperglycemia and the absence of episodes of hypoglycemia. In patients who hadCGM after dex-
amethasone discontinuation, hyperglycemia was less pronounced, but 60% of them had episodes of hypoglycemia, often
nocturnal, clinically significant and not detected by routine methods.

© Endocrinology Research Centre, 2022 Received: 06.11.2021. Accepted: 22.02.2022.
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CONCLUSION: Patients with COVID-19 and DM 2had severe and persistent hyperglycemia but a third of them hadalso ep-
isodes of hypoglycemia. During therapy with dexamethasone, they had the most pronounced hyperglycemia without epi-
sodes of hypoglycemia. In patients who underwent CGM after discontinuation of dexamethasone, hyperglycemia was less
pronounced but 60% of them have episodes of hypoglycemia, often nocturnal, clinically significant and not diagnosed by
routine methods. It would be advisable to recommend at least a 5-6-fold study of the blood glucose level (with its obligatory
assessment at night) even for stable patients with COVID-19 and DM 2after the end of GCS treatment.

KEYWORDS: continuous glucose monitoring; COVID-19; type 2 diabetes mellitus; hyperglycemia; hypoglycemia; glucocorticosteroids.

OBOCHOBAHUE

CaxapHbii amnaber (CLl) cumTaeTcA OOHUM U3 CaMbIX
YaCTbIX W KINHUYECKN 3HAUMMbIX KOMOPOMAHbIX COCTOS-
HU y 6onbHbIXx COVID-19, cpean KOTOPbLIX OH BbISBNSAETCA
B 15% cnyyaes [1] u accouuupyetcs ¢ 6onee yem AByKpaTt-
HbIM YBENIMYEHVEM PUCKA TAXKENOro TeueHust 6onesHu [2, 3].

Pazsutne COVID-19 Ha ¢doHe C[l BefeT K HapacTaHUIO
BbIPaXXEHHOCTW AUCIINKEMUN, UMEIOLLE CaMOCTOATENIbHOE
HeraTMBHOE BAMUSAHME Ha MPOrHo3 [3-8], yTo crnpaBeanvBo
B OTHOLUEHWM KaK runep- [4, 6, 71, Tak v runornukemnn [5, 8, 91.

YcyrybneHue runeprivkemMmmim npy COYETaHHON NaTonornm
00BACHAIT KoMmnnekcoMm ¢aktopoB [10-13], BKoyas M3Ha-
YasIbHO XYALWMIA MEeTabONUYECKMI CTaTyC C XPOHUYECKMM Ha-
PYLUEHNEM YITIEBOLHOIO OOMEHa, OXMPEHNEM U CBA3AHHBIM
C HUMW HU3KOVIHTEHCVBHbBIM BOCMANIEHUEM, YBENTUYEHUNE MHCY-
JIMHOPE3UCTEHTHOCTM M3-3a aKTUBALMM BOCMANEHNA NPU WH-
buLMpoBaHUY, HEMOCPeACTBEHHOE MOBpPeXAeHWe [B-KneTok
Bmpycom SARS-CoV2. B cBoto ouepenp, rmneprivkemms Beet
K yXYOLIEHUIO UMMYHHOW 3aL4uTbl OT MHbeKunii [14], conpsxe-
Ha C HEAOCTATOYHOW 3HPEKTUBHOCTBIO MATOrEHETUYECKON Te-
panun COVID-19 (B Tom uncne, bronornyeckon) [15], accounn-
pyeTca C pucKamu SNEeKTPONIUTHBIX HapyLUEeHWIA, Aernapatauum
N MNepPOCMONAPHBIX COCTOAHMUN [3], UTO CyMMapHO yBennun-
BAET ee HeraTVMBHOE BMSAHME HA MPOrHO3.

[Mnornnkemunsi NOTEHLMANbHO HE MeHee OMacHa, 0COOeH-
HO C yyeToM OOYC/IOBIEHHOTO €10 MOBbILWEHWS aKTVBHOCTU
KaTexonaMm1HOB C yBeNMYEHNEM PUCKA aPUTMUIA U MMOKapPAW-
anbHbIX NoBpexaeHun [3], 1 Tak xapakTepHbix gna COVID-19
[16-18]. YcnoBus, cnocobcTByoWMe BO3SHUKHOBEHMIO TMMO-
rMKeM1K, JOCTaTOYHO YacTo CKMNaablBalOTCA MPU BeaeHun
605bHbIX ¢ coueTaHnem COVID-19 n CLI: c ogHOW CTOPOHBI, Na-
LMeHTaM HepelKo TpebyeTca UHTEHCUPUKALMA NHCYTUHOTE-
panuu, ¢ pyroi — BO3MOXHbl HAPYLLEHUSA PEXKUMA NMUTAHVSA,
0COBEHHO B TsKesbIx ciyvasx. OfHaKo B HacTosLLee BPems
MaJio UCCNieloBaHNIA, rae oueHBaNMCb Obl YacToTa, nocnen-
CTBYA 11 NPOBOLMpYOLLUE GaKTOPbI FTUMOMINKEMIM B YCITOBU-
Aax COVID-19 B peanbHOM KNMHNYECKOWN NPaKTUKe.

Ocoboi cMTyaumen AaBsAITCA UHNLMALMSA, NTPOBeAeHne
MU OKOHYaHWe Tepanuu rnokokopTukoctepomaamn (MKC),
YTO MoApa3ymMeBaeT KonebaHWa CTerneHW WHCYNMHOPEe3n-
CTEHTHOCTV 1 AOMONHUTENbHBIA PUCK YCYrybneHna aucr-
NIMKeMUKN, B NEPBYID ouyepeabcTepouni-UHAYLNPOBaHHOM
runepravkemun. Cenvac paspabaTbiBalOTCA Noaxodpl K ee
npodunakTrke u neveHuo npu COVID-19, ogHako umelo-
LMeCs UHCTPYKLUUU B 3HAUYWTENIbHOW CTeneHn 6asupytotca
Ha SKCMepPTHOM MHEHWUM CNEeLNannCToB; NPU 3TOM HepgoCTa-
TOK MOCBSALLIEHHbIX AaHHOW Npobieme Hay4yHbIX UCCNe0Ba-
HUIM NOJYEPKMBAETCA, B TOM YNCJIe, aBTOPaMM YMOMAHYTbIX
pekomeHgaummn [19].

OueBnAHO, UTO TeKyLLaa KNMHMYeCKas cuTyauums Tpeby-
eT [anbHenwero M3yyeHus pPacnpoCTPaHEHHOCTU, XapakK-
TEPHbIX 0COGEHHOCTEN U TPUITEPOB HapacTaHNA OUCTTIKe-
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MUK y 605bHBIX ¢ coyeTaHuem COVID-19 n CJ1, B TOM uncne
npw neyeHun cnctemubimn NKC.

MNocTtaBneHHasa 3afjaya npegnosnaraeT TWAaTeNbHbIN
W BJINTENIbHBIV KOHTPOJb YPOBHS [1I0KO3bl B 6110MI0rMyecKnx
XKNOKOCTAX, AJ11 YErOo MOXKET ObITb NMPUMEHEHA TEXHONOMUSA
HenpepbIBHOrO MOHUTOPMpPOBaHUA rnkemmn (HMr). Otme-
TUM, YTO B YCNOBUAX NaHAeMnn TexHonormm HMI okasanncb
0OYeHb BOCTPeOOBaHbI, HO 60sIbLUE B MilaHe yAaneHHOW OLeH-
Kn rnnkemun npu CJl (UTO BaXKHO NPW KapaHTUHHbIX Orpa-
HUYeHNAX) MMOO B KaYecTBe asibTePHaTUBbI TPAANLMOHHBIM
YyacTbimM 3a60pam KpoBY Yy Tskenbix 60nbHbix COVID-19 B oT-
AeneHnn nHteHcmeHom Tepanuu (OPUT) [20-25].

B TO e Bpema He xBaTaeT MOATBEPXAEHHbIX pe3ynbTa-
Tamm HMT HayuHbIX AaHHbIX OTHOCUTENbHO OCOBGEHHOCTEN
AUCTAIKEMUW Y FOCMUTANMN3UPOBaHHbIX 60/bHbIX COVID-19
n conytcteyowmm Cll, KoTopble NOAy4yalT CTaHOAPTHYIO
Tepanuio (B Tom uncne, FKC) B ycnoBumax obuiero otgeneHms
MHGEKUMOHHOTO CTalMoHapa.

LIENTb UCCNEJOBAHUA

C yuyeToMm yKasaHHbIX NPeAnocbINoK, Obina onpeaeneHa
Lenb HacToAWEero ucciefoBaHUA: U3yuynTb OCOBEHHOCTM
rMnKemMmnyeckoro npoduna y rocnuTann3nupoBaHHbIX 60/b-
Hbix ¢ COVID-19 1 conyTcTByIOWMM CaxapHbiM AnabeTom
2 Trna (CA2) no gaHHbIM HMIM 3HaueHme cTeponaHom Tepa-
N B reHese AUCIINKEMUN.

MATEPUAJIbl U METOAbI

Mecton BpemMsA npoBeaeHNA nccnegqoBaHna

Mecmo nposederus.focynapcTBeHHOe OGlopKeTHOe Yu-
pexaeHve 3apaBooxpaHeHus Huxeropopckoi obnactu-
lfopoackas KnuHnyeckasa 6onbHuua N213 ABTO3aBOACKOrO
panoHa ropoga HuxHero Hosropoga».

Bpemsa uccnedosaHus.Habop nauuveHToB oCywecTBnsAn-
cAB nepuog ¢ noHs 2020r.no pespanb 2021 r.

Usyuaembie nonynauum (ogHa nnm HeCKOsNbKo)

B wnccnepoBaHuM yyacTBOBanuzBe nonynAuuy 60nb-
HbiX: 1) 6onbHble ¢ COVID-19 n conyTtctytowmum CA2 Trna
(ocHoBHas rpynna) u 2) 6onbHble ¢ CA2 Tuna 6e3 COVID-19
(rpynna cpaBHeHus).

OcHogHasa 2pynna. KpuTepumBKIOYEHNA B OCHOBHYIO
rpynny: 1) Hannumne COVID-19, noaTBepKAeHHOro pesynbra-
Tamu MNUP, 2) rocnutanusauma B obuiee otaeneHne Ha 6ase
MHOronpo¢ouIbHOro  CTauuoHapa, nepenpoPuInNpPoBaH-
HOro B MHQEKUMOHHBIN rocnuTanb Afia ieyeHns OONbHbIX
COVID-19, 3) Hanuume conyTcTBytoweroCa2 tuna.Kpute-
puem MCKIoYeHNa ObiT 0TKa3 OT y4acTusi B UCCIIe[0BaHUN
n/vnu ot nposegeHna HMI.

Ipynna cpasHeHus. KpUTEPUNBKIIOUYEHNA B KOHTPOJIb-
Hyto rpynny: 1) Hannume C12, 2) rocnntannsaumsa B SHAOKPK-
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HOJNOrMYeCKoe OTAENEHNE MHOFONPOGUIbHOIO CTaLMoHapa
ans nogbopa oNTUMANbHOW CaxapOCHWKaloLen Tepanuu.
Kputepuem ucknioueHnsa Obin 0TKas OT yyacTus B UCCnego-
BaHWUM u/nnu ot nposegeHna HMI.

Cnoco6 popmupoBaHUA BbIGOPKU 13 M3yyaeMoii
nonynayunn (vmm HeCKOJIbKNX Bbl60p0K N3 HeCKOJIbKNX
nsyyvyaembiX NONyNALMIA)

OcHoBHasA rpynnadopmMupoBanacb MyTem CrIOWHOro
BK/IOYEHUs1 HAabNoAeHUI: B Hee Noc/iefoBaTesibHO nonaga-
nu Bce 6onbHble ¢ COVID-19 n C12, nonyyasLume cTaLumoHap-
Hoe fleyeHre B NepenpodUINPOBaHHOM B MHGEKLMOHHBIN
CTaUMOHap 3SHAOKPUHOMOIMYECKOM OTAENIEHUM, KOTopble
COOTBETCTBOBA/IN KPUTEPMAM BKITOUEHWA 1 HE UMENUN KPU-
TepUueB UCKITIYEHVA U3 NCCIeOBaHNA.

KoHTponbHasa rpynna 6bina cpopmmpoBaHa METOLOM
nopbopa nap K HabniogeHWam nepeor Bbibopkn.OHa bbina
nopo6paHa u3 uncna 6onbHbix CL12 Trna, npoxoamsLimx HMI
B YC/IOBUAX TOTO K& OTAENIEHUs U C MPUMEHEHVEM TOTO Xe
obopynoBaHuUs, HO BHe Neproga ero nepenpodunnpoBaHus
B HEKUMOHHBIV cTauroHap. Npu popmupoBaHnm nap yuum-
TbIBaJIMCb MOJI, BO3PaCTHAsA AeKaZa Y OKPYITEeHHbIN Ao eau-
HIL| YPOBEHb MMKMPOBAHHOIO remorfiobriHa (HbAk).

Oun3ainH nccnegoBaHuA

MpoBefeHO OOQHOLEHTPOBOE OTKPbLITOE AUHAMUYECKoe
MPOCMNEKTUBHOE CPAaBHUTESIbHOE [BYXBbIOOPOYHOE uMCChe-
JOBaHMe, B XOAe KOTOPOro CpaBHMBaNuCb pesynbtatbl HMI
naymeHToB ¢ CL12, nmeBwmnx n He nmeswmnx COVID-19.Kpo-
Me TOro, Ha BTOPOM 3Tane paboTbl CpaBHWNN fBe NOArpyn-
nbl 605bHbIX ¢ COVID-19 n CA2: 1) naymeHTbl, NonyyasLwye
cuctemHble TKC Bo Bpema npoBegeHns HMI 1 2) naumneHTsl,
kotopbiMm HMI' npoBogunock nocne otmeHbl [KC.

OnuncaHne MeANLNHCKOro BMmellatesibCTBa

(ANA NHTepBEHLMOHHbIX NCCNea0BaHNN)

Bcem 60/1bHbIM BbINONHMV NPOdeccroHanbHoe 4—7-AHeB-
Hoe HMI. lNpumeHABLIAACA TEXHONOI A He MO3BOJIANA OLEHUTb
YPOBEHb [MIOKO3bl B peXMNMe peanibHOro BpeMeHu 1 NpoBecTy
JOMNOSHUTENbHbIE KOPPEKLUMOHHbIE MePONPUATUSA, HO AaBana
BO3MOXHOCTb PETPOCMNEKTVBHO BbIABUTb HAaPYLIEHUA rnKe-
MMYECKOrO KOHTPONA B YCNOBUAX PYTUHHOM Tepanun. HMI
cTapToBasio Ha 1-18- geHb npebbiBaHWA B CTaLMOHape
(B cpegHem 7,5%7,30 cyToKrocnutanmsaumm).

MeTtopabl

Mpn onpefgeneHnn KpuUTEpUEB BKIOUYEHUSA AMAFHO3
COVID-19 cTtaBMnCA Ha OCHOBaHUK: 1) NONOXWTENbHbBIX pe-
3ynbratoB [1LP, 2) Hanuuma BMPYCHOro MHEBMOHMWTA K-
HUYECKM M MO pe3yfibTaTaM KOMMbIOTEPHOW ToMorpaduu
(KT). AwmarHo3 CA2 y rocnnTanM3vpoBaHHbIX MaLMEHTOB
¢ COVID-19 pomkeH 6bin ObITb NMOATBEPXKAEH KOMIMIEKCOM
dakTopos., BKNloyasa nosbiweHne yposHA HbA npu ro-
CNUTANM3auuK, MMMKEMUYECKU npodunb MNaumeHTa npu
NOCTYMNEHNN 1 B AUHaMUKe (B TOM uYmnciie, Nocsie OKOHYa-
HuA Tepanum NKC), a TakKe Hanuume gaHHoro 3aboneeaHus
B aHaMHe3€e y YacTu 6OMbHbIX.

Bcem yyacTHMKam 1ccneioBaHUs NPOBOANUIOCH Npodec-
cnoHanbHoe HMI™ B cnenom pexmnme € MOMOLLbIO CUCTEMbI
MOCTOSIHHOrO MOHUTOpPUHTa i-PRO-2, pa3paboTaHHON KoMMa-
Huen Medtronic. Mo HMI oueHvBanu cpegHue nokasartenu
rMMKeMmmn (QHeM, Houblo, 3a 24 4, B 3-4acOBbIX UHTEpPBanax
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OPUTMHAJIbHOE NCCNEAOBAHUME

B TeUEHME CYTOK), NPOAOMKNTENBHOCTb (% BpemeHu) coxpa-
HEHUA IMMKEMUUN B LLENEBOM 4MAMNA30HE, BbILLIE N HUXe HEro.
Mpwn 3TOM UeneBbIMX CYMTANKN MOKa3aTeNU MMUKEMUN B Npe-
Aenax 6-10 MMosb/n, KOTOpble NPU3HATCA ONTUMANIbHBIMM
ansa couetaHma COVID-19 n C[] oteyeCTBEHHbIMU Y UHOCTPaH-
HbIMK 3KcnepTamu [19, 26]. Tunornukemunto 1 n 2-ro ypoBHA
OVarHoCTMpoBanu B COOTBETCTBUM C MeXAyHapOAHbIMU
pekomeHpaumamn [27]. Onpegenann Hanuume, BPems BO3-
HVWKHOBEHWA, MPOAOKNTENIbHOCTb FUMOMMKEMUN, OLEHW-
BaJI NMPOLEHTBPEMEHN COXPAHEHUA FMUKEMUN B AMaANa3o-
He <3,9 mmonb/n. Onpegenanu BapuabenbHOCTb FNKEMUM
no ko3douumeHTam BapraLuu, CTaHAAPTHOMY OTKJIOHEHUIO
M MOKa3aTeNlo CpefHeln amnnuTyabl KonebaHuin rnmkemmm
(meanamplitudeofglycemicexcursions, nnn MAGE).

MpoBoauNNCb N3MEPEeHUA YPOBHA MMIOKO3bl Ha CTaLMo-
HapHOM aHanu3aTope, KPaTHOCTb KOTOPbIX Onpegensanacb
KOHKPETHOW KAWHMYeCKon cuTyaumen. YposeHb HDA,
onpegenany npu nOCTynaeHnM nauueHTa B CTauuMoHap
Ha npubope NycoCardReaderll.

CTaTCTNYEeCKU aHanus

Mpu cTaTMcTMYecKon oOpaboTKe NPVMEHANN MNaKeTbl
nporpamm Statistica 8.0 u MedCalc. ina cpaBHeHUA Konnye-
CTBEHHBIX JaHHbIX B ABYX HE3ABUCKMbIX BbIOOPKaxX UCMOJb-
30Banun Kputepui MaHHa-YUTHWN, KaUeCTBEHHbIX JAHHbIX —
Xn-kBagpat n Ouwepa, ANA OUEHKN KOPPEeNALUOHHbIX
cBAzen — KpuTtepuin CnpmeHa. Mpy onucaHnn BbIGOPOK
NCNONb30BaNy cpefHee + KBagpaTUYeCKoe OTKIOHeHMme
(M=S). Paznnuma cumtann goctoBepHbiMu npu p<0,05.

JTnyeckas sKcneprTmsa

MpoBeneHue nccnegoBaHus 6bi1o0 ogobpeHo JISKIBY3
HO «lopofckass KnuHuyeckas 6onbHuua N213  ABTO3a-
BOACKOro panoHa ropoga HwxHero Hosropoga» 06 nioHA
2020 roga (npotokon N2 07/20).

PE3YJIbTATbI

OnucaHue BbIGOPOK

3a BpemAa UCCNefoBaHUs B OCHOBHYIO M KOHTPOJIbHYIO
rpynny 6bin10 BKAOYeHO no 21 601bHOMY.

BonbHble ocHoBHoM (COVID-19 B couetaHumn ¢ C[12) 1 KoH-
TponbHon rpynn (C2) oxungaemo He pasnmMyanncb no nony
(my><unH — no 7 (33,3%) B kaxgom rpynne; p=1,00), Bo3pacTty
(64,318,501 62,3+5,96 rofia; p=0,333), yposHio HbA, (9,8+2,09
n 9,6+1,82%; p=0,670), a Takke MO WMHAEKCY MaccCbl Tena
(30,7+5,15 1 29,2+5,83 kr/m% p=0,131). B 06eux rpynnax okasa-
NOCb OJIMHAKOBOE YMCJIO NaLMEHTOB o cTaxem C[1 bonee 5 net
(no 16 uenoBek, nnn no 76,2%; p=1,00). OCHOBHaA 1 KOHTPOJb-
HaA rpynnbl He Pa3NUYaIuCb MO YacTOTe BbLISBIEHUS TaKUX
ocnoxHeHnn Cll, kak Hedpponatma (10 (47,6%) n 11 (52,4%);
p=0,762), petuHonatus (7 (33,3%) n 11 (52,4%); p=0,213) n no-
nuHenponatuna (16 (76,2%) n 11 (52,4%); p=0,110). Takxe rpyn-
Mbl GbIIN COMOCTaBUMbI MO PACMPOCTPAHEHHOCTU Hambonee
3HAUMMbIX KOMOPOVAHBIX COCTOSIHWIA, BKJlOUas apTepurarb-
Hyto runepteHsmio (17 (80,95%) n 16 (76,2%); p=0,714), nwwe-
MUYecKylo 6onesHb cepgua (no 7 (33,3%) uenosek;p=1,00),
OCTPOE HapyLIEHNE MO3FOBOr0 KPOBOOOpaLLEHNA B aHaMHe3e
(no 1 (4,8%) 6onbHOMY; p=1,00), XPOHNYECKYIO OBCTPYKTUB-
Hyto 6one3Hb nerkux (no 1 (4,8%) nauueHty; p=1,00), 3abone-
BaHUA »KenyaouHo-KuweyHoro TpakTa (10 (47,6%) u 8 (38,1%)
cooTtBeTcTBEHHO; p=0,533). O6e rpynmnbl 66 conocTaBUMbI
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Nno XapaKkTepy CaxapOCHWKalowen Tepanuu, MNPOBOANUMON
0O rocnuTanM3aumy; B TOM UMUCIE VHCYNIMHOTEpanuio YC-
xofHo nonyyanu 13 (61,9%) 605bHBIX B OCHOBHOW rpynneu
16 (76,2%) — B KOHTponbHo (p=0,317).Bce naumeHTbl OCHOB-
HOW N KOHTPOSIbHOW rpynnbl BO Bpema nposeferHna HMI Ha-
XOAWIUCH Ha VHCYINMHOTepanuu; ee 6a3nc-60M10CHbIV BapuaHT
6bln MCMoNb30BaH Y 18 yenoBek B Kaxkgon rpynne (no 85,7%).
M3 HUx 6a31c-60I0CHYI0 UHCYNIMHOTEPANMIO MO CXeMe <UHCY-
NIVH cpepHen npogomkunTensHocTy genctema (HIMX) 2-3 pasa
B AeHb + VHCYNMH KOPOTKOro AENCTBUA Mnepen 3aBTPakom,
o0benom nyxnHom» nonydanu 13 (61,9%) yenosek B OCHOBHOM
rpynne n 12 (57,1%) — B KoHTposnbHol (p=0,76). ba3uc-60-
JIIOCHBIN PEXUM MO CXEME «aHaNor UHCYNVHA ANUTENbHOro
JencteuA 1-2 pasa B AeHb + aHaNor NHCYNVHA YNbTPakopoT-
KOro AencTBusinepes 3aBTpakom, 06e1oM 1 Y>KUHOM» Obli 1C-
Nonb30BaH COOTBETCTBEHHO Y 5 (23,8%) u 6 (28,6%) nauneHToB
(p=0,73). OcTaBLIKMECA NOMyYanu VHCYNINUH CPeaHen npomtorn-
XKUTENbHOCTN OEeNCTBUA [ABYKPATHO B COYETAHUU C KOPPEK-
LUMOHHbIM BBEEHMEM WHCY/IMHA KOPOTKOro AEeWCTBMA Mnpwu
HeobxogumocTu. CpefiHre CyTOYHble JO3MPOBKM 6a3anbHOro
WHCYNHa Ha MOMeHT nposefeHnAa HMIT B OCHOBHOW 1 B KOH-
TPOJSIbHOW TPYynnax HabMoAeHNA COCTaBUIN COOTBETCTBEHHO
28,6+12,26 Eg 1 29,8+14,06 Ep (p=0,83), MHCYNMHa KOPOTKOrO
nenctemAa — 37,4+18,43 En n 34,8+18,61 Ef (p=0,66). bonbHble
OCHOBHOW rpynnbl nonyyanu Tepanuio COVID-19 cornacHo
aKTyallbHbIM Ha MOMEHT rocnuTanM3aumm CTaHgapTam; B TOM
yncne, Bcem naumeHTam HazHavanmcb NKC (y 10 13 Hyx gaHHaA
Tepanua K MomeHTy HMI yxe 3aBepLunnach).

HexenatenbHbIX ABNEHUI B Xofe NCCIe[oBaHWA Y Naum-
€HTOB OCHOBHOW 1 KOHTPOJIbHOW rPYMMbl He Habnoaanoch.

Ha BTOpom 3Tane paboTbl CpaBHWAW ABE MOATPYynMbl
60onbHbIX ¢ COVID-19 n CA2: 1) nayueHTbl, NoNyyaBLUMe CU-
ctemHble TKC Bo Bpems npoeeaeHna HMI, u 2) naumneHTsl,
koTtopbiMm HMIT npoBogunock nocne otmeHbl [KC.

AHanu3 KAMHWYECKOro MaTtepuana MoKasas, uTo
n3 21 6onbHOro ocHoBHow rpynnbl KC Ha MOMeHT npo-
BegeHua HMI nonyuyanu 11 yenoBek (10 — pgekcameTas3oH

Ta6nuua 1. Mokasatenn HMI y 6onbHbix CA12 Tna ¢ n 6e3 COVID-19
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11— MeTUNNpeaHN30N0H), TOrga Kak ocTaBlneca 10 3aBep-
LMW FOPMOHasbHYI0 Tepanuio 3a 1-5 gHen go ctapta HMI.
YunTbiBas pasHuLy B GAPMAKOKVMHETUKE MPUMEHSBLUNXCS
I'KC, Ha faHHOM 3Tane paboTbl 6bUIO PELleHO He BKIoYaTb
B CTaTUCTMYECKMI aHann3 noka3satenn HMI eguHCTBEHHOIO
nauveHTa, NonyyaBLUero MeTUINpegHU30N0H.

B utore 6onbHble 6bIM pa3geneHbl Ha ABe NOATPYMMbI:
obcnegoBaHHble ¢ nomolbio HMI: 1) Bo Bpems neyeHuns aek-
CaMeTa3oHOM NNbO 2) Nocsie ero OTMEHbI, C YANCIIEHHOCTbIO
no 10 nNauMeHTOB B Ka)Kaow; AeHb ctapta HMI B noarpyn-
nax 1 un 2 cootsetrctsoBan B cpegHem 1,4+0,70 n 13,1+5,85
CyTKam rocnutanusauyuun. Bce sowepwwme B nogrpynny 1
nonyyanun fekcameTasoH B fo3e 8—16 Mr/CyT BHYTPMBEHHO,
B YTPEHHMe Yacbl.

0Oco6eHHOCTY rMuKemMuyeckoro npoduns y naumeHToB

¢ COVID-19 u conytcreytowmm C[12, rocnutannsmpoBaHHbIX

B o6lee nHPEKLMOHHOEe oTAeNeHne

Pe3ynbTaTbl CpaBHUTENIbHOrO aHanM3a nokasartenemn rnu-
Kemuu y 6onbHbix ¢ C12 TMna, MEKLWUX U HE MMEILLUX
COVID-19, npefcTaBneHbl B Tab. 1.

OcHoBononarawwmum otnnymem 6onbHbIX ¢ COVID-19
OT KOHTPOJIA CTana 3HauMmo 6osbluas rvkemusi B noboe
BPeMA CYTOK, Npu CYLWeCTBEHHOM YANUHEHWN MPOOOIKM-
TENbHOCTU ee NpebbiBaHUS B AManasoHe Bbllle LeNIeBoro,
33 CYeT YKOPOUEeHMA HaXOXAeHWA B LiefIeBOM AuMana3soHe,
a TakXe B MHTepBane HuXe ueneBblx 3HaveHun (p<0,05
Nno BCeM NepeUYncieHHbIM MapameTpam).

Bce noka3satenu HMI, xapaktepusyowyne BaprabenbHOCTb
IMUKEMUK, HEe MOKa3anu MeXrpynnoBbix pasnuuun (p>0,05
[NA CTaHOAPTHBIX OTKNIOHEHUN U KO3PMLMNEHTOB Bapuaumm
[HeM, HOYbIO 1 B TEUEHMECYTOK, a TakxKe napametpa MAGE).

Snu13oabl TMNOMMKEMUN BbIABANUCH bonee yem y Tpe-
TN 6ONbHbBIX B KaXA0W 13 rpynn HabnogeHus (p=0,75). Noa-
pobHee ycnoBus, CNOCOOCTBOBABLLME PA3BUTUIO SMN300B
runornvkemnn Ha GoHe couyeTaHHoOW natonoruu, ByayT pac-
CMOTpPEHbDI HUXKe.

Mpu3nak CAwn COVID-19 CAl 6e3 COVID-19
n=21 n=21
CpegHasa rnukemmsa gHem, MMOJb/n 12,0+2,77 10,0+1,81 0,012
CpenHsaa rukemma HoUbto, MMOSb/N 9,8+3,61 8,1+1,67 0,039
CpegHsasa rnukemma 24 4, MMonb/n 11,2+2,93 9,4+1,80 0,023
% BpeMeHu B LiesieBOM AnanasoHe (6—10 mmonb/n) 32,7+£20,40 48,0+£15,60 0,026
% BPEeMEHW BbllLe LiefIeBOro AranasoHa (6—10 mmonb/n) 55,7+28,30 36,3+19,40 0,024
% BpemMeHN HMXe LueneBoro gnanasoHa (6—10 mmonb/n) 11,6+17,46 19,3+17,00 0,035
CTaHA. OTKNOHeHWe AHEM, MMOb/N 3,4+1,30 3,0+1,01 0,32
CTaHA. OTKNIOHEHWE HOYbIO, MMOJb/N 2,8+2,63 2,2+0,72 0,80
CTaHA. oTKNOHeHWe 24 4, MMonb/n 3,4+1,05 2,9+0,92 0,24
Koado. BapuabenbHocTn jHeM, % 29,2+10,60 29,5+12,22 0,88
Koadd. BaprabenbHoCTU Houbto, % 26,8+13,97 27,14£9,69 0,60
Koadd. BapnabenbHoctn 24 4, % 31,4+10,01 32,4+10,29 0,86
NHupekc MAGE, mmonb/n 7,8+2,72 7,0+2,08 047
[lonAa naumneHToB C 3NM304aMu runornukeMnia, abe. (%) 7 (33,3%) 8(38,1%) 0,75
% BpemeHu HuXxe 3,9 Mmonb/n 2,25+4,35 5,4+6,36 0,16
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(dakTopbl, B3aMOCBA3aHHble C HApacTaHem

runepraukemum y 6onbHbix ¢ couetaHmem COVID-19 n CA2.

Ona BbisBneHna ¢akTopoB, KOTOpble B3aMMOCBS3aHbI
C HapacTaHUEeM TUMNEPINUKEMUN Y BGOMbHBIX C COYETaHMEM
COVID-19 n C12, 6bin npoBefeH KOPPENALMOHHbIN aHanm3
(Tabn. 2). NpepcTaBneHHble B Tabnuue faHHble NOATBEPXKAA-
10T MpAMble KOPpPenALMOHHbIE B3aUMOCBA3N Mexdy napa-
meTpamy HMI, xapakTepusyowmmn BbipaXKeHHOCTb 1 CTOW-
KOCTb rmneprivkemuy, ¢ OfHOW CTOPOHbI, X MOKasatenamm
TskecT COVID-19 n CL12, c gpyroii cTopoHbl. Takxke obpalia-
0T BHUMaHMe npAmble KOPPENALNOHHbIE B3aNMOCBA3N MeX-
Iy CTeneHblo rmnepravkemMmny n nposogmmon tepanuen NKC.

OPUTMHAJIbHOE NCCNEAOBAHUME

0Oco6eHHOCTU rMuKeMmuyeckoro npoduns nayneHTos

c COVID-19 n C[2, kotopbim HMI npoBogunacb Bo Bpems

N nocJsie OTMeHbI Tepanun gekcametTasoHOM.

Nanee 6binn NpoaHanV3npPoBaHbl OCOOEHHOCTN FMKe-
Muyeckoro npoduna naumeHtos ¢ COVID-19 u CA2, koTo-
pbim HMI™ npoBogunacs BO Bpems 1 Nocne OTMeHbl Tepanumm
[eKcaMeTa3oHOM (Tabn. 3).

MauneHTbl, nonyvyaBwune [JeKCcaMeTa3oH Ha MOMEHT
HMT, xapakTepr3oBanncb 60nblUel rMKeMUel B pa3Hoe
BpeMA CyTOK, TeHAEHUMAMMU K YBeNnYeHunto % BpemeHun ee
HaxoXKAEeHMA Bbille LeneBoro Anana3oHa 1 K yKOpoueHuio
BPEMeHW B UHTepBasie HMXe ONTMMAJIbHbIX 3HaYeHWI, NPy

Ta6n|/|ua 2. CTaTUCTUYECKUN 3HAYNMblE Koppenaunm HeEKOTOPbIX nokasatenen HMI ¢ KnuHnyeckumm XapaKkTepUCTUKaMn NaymnmeHToB B rpynne 60/1bHbIX

cCA2un COVID-19

Mokasatennb R P
% BpeMeHU Bbille LeneBoro avanasoHa 6-10 mmonb/n
OXxnpeHne 0,48 0,029
% nopax. nerkmx no KT ncxogHo 0,44 0,039
Catypauusa O2 npu NOCTynieHun -0,48 0,029
HbA1c npu NOCTynneHnn 0,65 0,003
MNprem gekcameTasoHa 0,47 0,030
% BpemeHu B LileNieBoM AgnanasoHe 6-10 mmonb/n
% nopax. nerkmx no KT ncxogHo -0,59 0,008
Catypauwusa O, npy noctynieHnn 0,48 0,029
HbA, npw noctynnexnu -0,56 0,013
D-avmep npuv noctynneHumn -0,51 0,021
MNpnem gekcameTasoHa -0,46 0,036
CpepHAaa rukemuna 24 y
OXxnpeHne 0,57 0,010
% nopax. nerkmx no KT ncxogHo 0,53 0,018
HbA, npw noctynnexnn 0,51 0,021
Mpunem fekcametasoHa 0,45 0,038

Ta6nuua 3. Mokasatenn HMI y 6onbHbix C1 ¢ COVID-19, nonyvatowwmx 1 3aBepLUMBLUVX TEPaNuIo AeKCAMETa30HOM

Mocne Tepanum Bo Bpemsa Tepanumn
MpusHak AeKcameTa3OHOM AeKcameTa3oOHOM P
n=10 n=10
CpeaHasa rnukemma gHem, MMosb/n 10,3+2,28 13,3+2,65 0,017
CpefHsaa rnukemma HoUbto, MMONb/N 7,8+2,14 11,2+4,17 0,034
CpegHsasa rnukemma 24 4, MMonb/n 9,4+2,08 12,5+£3,03 0,019
% BpeMeHu B LiesieBOM Anana3oHe (6—10 mmonb/n) 37,0+£20,84 28,7+20,19 0,66
% BpeMeHM Bbille LiesieBorognanasoHa (6—10 mmonb/n) 41,7+27,71 65,8+26,44 0,085
% BpemMeHU HMXe LueneBorogranasoHa (6—10 mmonb/n) 21,6+21,38 5,3+10,15 0,053
CTaHA. OTKNIOHeHMe 24 4, MMOJb/N 3,2+1,19 3,4+0,96 0,54
KoadoduuneHT BapuabenbHocTn cyTku, % 35,0+10,54 28,6+9,12 0,11
Mupekc MAGE, mmonb/n 7,8+2,85 7,6+2,75 1,0
JlonAa nauneHToB ¢ rmnornukemMmnamu, abe. (%) 6 (60) 0(0) 0,000
Cp. max rankemmns, MMOonb/n 15,8+3,68 20,9+2,09 0,005
Cp. min rnnkemus, MMmonb/n 4,4+2,39 7,3+3,49 0,008

MNpo6nembl s3HAOKpUHONOrMK 2022;68(2):56-65

doi: https://doi.org/10.14341/probl12840

Problems of Endocrinology. 2022;68(2):56-65



ORIGINAL STUDY

Mpo6nembl sHAOKpUHONorun / Problems of Endocrinology | 61

18

154

16
14

14,7

12,5
12

12,45

12,7

10

—— be3 M

cam

S N A~ O

Y Y y y

0-03 03-06 06-09 09-12 12-15 15-18 18-21 21-0

y Y Y Y

PucyHok 1. Mokasatenu rmukemnm y 6onbHbix ¢ CL u COVID-19, y kotopbix HMI 661710 MpoBeAeHO BO Bpems 1 MOC/e OTMEHbI IeYeHWs AeKCaMeTa3oHOM
(Mo cpeaHUM YPOBHAM MMNKEMMU B 3-4aCOBbIX MHTEPBaax Ha MPOTAXEHNU CYTOK).

MpumeyaHne: Py5,=0,004; p, . =0,001; p, ,,=0,012; p, , =0,123;p,, .. =0,063; p,, .. =0,007;p . ,. =0,009; p,, ,.=0,011. IOM — pekcameTasoH

MOJIHOM OTCYTCTBUU 3adUKCUPOBAHHBIX 3MU30[0B TUMOr-
NKEMUN.

Y naumeHTOB, 3aBepLIMBLINX JleyeHne [eKcameTaso-
HOM, COXPAHANNCL NPOABNEHUA TUNeprIMkemun (0Co6eHHO
B AHEBHOe Bpems, KOrga CpefHAA KOHUEHTPauuA KO-
3bl BbIXOAMW/IA 32 BEPXHIO FPaHuLy LieNeBoro AnanasoHa).
OpHaKo BblipaXeHHOCTb FMMEPrNKEMUYECKNX HapyLLeHWUN
no pAgy nokasaTtenen okasanacb 3HauMMO MeHbLUew, yem
y nuy, nonyyaswwmx NKC Ha momeHT HMI. Kpome Toro, y 60%
60nbHbIX, 3aBepLUMBLUUX NedeHre [KC, BbISBAANMCH 3N1304bl
runornvkemmm no pesynstatam HMI, KoTopble yawe Bcero
He OblV AMarHOCTMPOBAHbI MPU PYTUHHOW KOHTPOJIE FnKe-
MUK C MOMOLLbIO CTaLMOHAPHOIO aHanu3artopa (MMenca nMLb
OfOVH CNyyaii BblAB/IEHWA JIETKOW FTMMOTNMKEMUN JHEM).

OCo6eHHOCTU FNKEMUYECKKX Npodunel B noarpynnax
6ONbHbIX C COYETAHHOW MATONOIMEN, NMONYYaBLUUX U 3aBep-
LIMBLUMX JleyeHVe JeKCcaMmeTa30OHOM, HarnA4HO npeacrasie-
Hbl Ha pUCYHKe 1 (NPUBOANTCA OLIEHKa NO CPeAHUM YPOBHAM
rMKeMuK B 3-4aCOBbIX MHTEpPBasiax Ha NPOTAXEHUMN CYTOK).

Ocob6eHHOCT N ycnoBuA BO3SHUKHOBEHNA 3nNn3o[08

rMMOrnMKeMny y naumneHToB c coyetaHnem COVID-19 n CA2.

3nm3ogbl runornmkemun no pesynbratam HMI 6biin
BbiAiBNEHbl Y 7 U3 21 naumeHTa C cOYeTaHHOM naTonoruemn
(33,3%), uTO cocTaBnsAeT TpPeTb 06CNeJOBaHHbIX U FOBOPUT
O [OCTAaTOYHO LWMPOKONM PacnpOCTPAHEHHOCTM TMMNOMnNKe-
MUK B OCHOBHOW rpynne. [Mpu 31om 6 (28,6%) 605bHbIX Me-
NN 3NN30A4bl TMNOMINKEMNUN 2 YPOBHSA, CO CHVKEHMEM KOH-
LeHTpaLuK rKo3bl HYXKe 3 MMONb/N (Y 4 ee MYHVManbHbIN
YypOBeHb AOCTUT 2,8 MMONb/N, Yy 2 — 2,7 Mmonb/n). Npeobna-
JaoLWMMK ObIfI HOYHbIE 3MU304bl MMMOININKEMU, KOTOpble
BbIABNANNCH Y 6 NauuneHToB (28,6% Bcex NnL C CoYeTaHMEM
COVID-19n Ca2).

Cpean nauneHToB, HAXOAUBLUMECA Ha Tepanun AeKca-
MeTa30HOM Ha MomeHT HMI, sn13on0B runornukemmn 3a-
buKcnpoBaHoO He 6bIO. Y MALMEHTKY, NMOMyYaBLIEN METU-
NpPeaHN30/10H, UMeNoCb 2 AHEBHbIX SMN304a rMMMNOrMKeEMUN
(oviH 13 HUX — 2 ypoBH#). TakMm 06pa3oMm, yallle BCEro rm-
NorfvKemMusa BO3HMKana y NaluMeHToB, KOTopble 3aBepLUnn
neyenune NKC pgo ctapta HMI.

OBCYXAEHUE

Penpe3seHTaTUBHOCTb BbIGOPOK

Habop yuactHukoB nposoawnca Tonbko B [BY3
HO «fopoackasa KnuHnyeckas 6onbHuua N213 ABTO3aBOA-
CKOro panoHa ropoga HuxHero Hosropoga», 4to orpaHnuu-
BAET PENpPe3eHTaTUBHOCTb MOJyYEHHOWN BbIGOPKU.

ConocTraBneHue c apyrumu nyénmkaynamm

bonbHble OCHOBHOW N KOHTPOSIbHOW FPYNM HA MOMEHT
NOCTYNNeHMA B CTaLMOHap XapaKTepun3oBaNnCb OAUHAKO-
BOWM cTerneHblo gekomneHcauun CI, cyada no 3HayeHusAM
HbA, (cm. «<OnucaHme Bbi6opok»). COOTBETCTBEHHO, 6onee
Bblpa’KeHHAA 1 CTOMKaA rMneprimkemMmna B OCHOBHOWN rpyn-
rne ABNAETCA N3MEHEHMEM, KOTOpOe 06YCNOBIEHO Hanmyu-
em COVID-19, n npenctaBnaeT cobon xapakTepHyo yepTy
COYeTaHHOW naTonornu.

Haxke B ycnoBuAx CTauoHapa 1 NPOBOAMMON UHCYNN-
HOTepanuu, ypoBeHb MNKEMUN Y 6ONbHbIX OCHOBHOW Fpyr-
Mbl OCTaBasICA B LIENIEBOM [iMana3oHe BCero NMLb Ha NpoTA-
eHUN ofHOW TpeTn BpemMeHn HabnogeHus (32,7+20,40%,
CM. Tab1. 1), UTO 3HAUUTENIBHO HIXKE PEKOMEHLOBAHHbIX 3Ha-
yeHun [28] n KOCBEHHO MOATBEPKAAET CJIOKHOCTb KOPPEK-
unn runepravkemun npu CA2 n COVID-19, a TakXKe MOXeT
Cnoco6CTBOBATL YXYALIEHUIO MPOrHo3a [14, 15].

Bbicokas 1 cToKasa runepriavkeMms y 60mbHbIX C coyeTa-
Hnem COVID-19 n CHA2ueTKo accouumpyeTca C XyAlen Kom-
neHcaumen C[] Ha gorocnuTanbHOM 3Tane (no HbAk) 1 c 6onb-
wew TAxecTblo COVID-19 (no pesynbratam KT 1 nokasartenam
caTypaumu K1CIopoaa npu NocTymnieHnu, cm. Tabn. 2).

N3 npumeHaBwmnxca gna neyenma COVID-19 npenapa-
TOB, TOJIbKO TEKYLLAs Tepanus JeKCcameTasoHOM OOHapyXu-
Basla JOCTOBEPHblE KOPPENALMOHHbIE B3aMMOCBA3MN C Na-
pametpamu HMI (npsAmMble — cO CTeNeHbIo rmnepriamkemMmmnn
N BPEMEHEM HaxXOXAEHUA TMUKEeMWM B AManas’oHe Bbllle
LieneBblX 3HAYeHUN, 06paTHYI0 — CO BpeMeHeM ee npebbl-
BaHVA B LLeNIeBOM UHTEpBane).

Henb3a nckniounTb 1 ponb OXUPEHNA B MOAAEPKaHUM
runepravkemnn npu COVID-19 m C2, Ha 4yTO yKasbiBa-
0T NpAMble KOppenAuMOHHbIe B3aMMOCBA3N MeXAy ero
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HanMumMem u Takumm nokasarenamm HMI, Kak cpegHAA rnu-
KemusA 3a 24 yaca 1 NpoLEeHTBPEMEHM ee HaXOXK4EHWA B AM-
ana3oHe BbllLIE LIefIeBoro.

Takxe obpallLaeT BHUMaHVe 0bpaTHasA B3aMMOCBA3b [0-
NINBPEMEHN HAXOXKAEHWUA TMUKEMUM B LLENEBOM AMAMNAa30He
c ypoBHeM D-gumepa B Hayane rocnutanmsaunm, 4YTo MoXKeT
roBopuTb 06 accoumnaL QUCTIMKEMUN C TPOMOOTeHHbIMI
HapyLeHUAMU 1, BO3MOXHO, 06 OOLLHOCTM HEKOTOPbIX Ma-
TOreHeTUYECKMX 3BeHbeB GOPMUPOBAHNA KOATYSALMOHHDBIX
HapyweHun npu COVID-19 n npun CA2.

HecmoTps Ha 3HauMO 6obLLYI0 BbIPAXXEHHOCTb U Ajn-
TeNIbHOCTb TMMNEPIrANKEMUM, B OCHOBHOW rpymnne Mmenacb
napafoKCanbHO BbICOKasA 1 6M3Kas K KOHTPOJIIO AoNA nayu-
€HTOB C anu3ogamu runornukemun (33,3 vs 38,1%; p=0,75).
HeoxupaHHbIM GbIIO 11 OTCYTCTBME OT/IMYMIA OT KOHTPOJIA
Nno cpegHeMy NPOLEHTY BPEMEHV HaXOXOEHUA B 30HE Iu-
nornukemun <3,9 mmonb/n (p=0,16) (HeB3Mpas Ha bonee
KOPOTKOE BpeMA MpebbiBaHUA MIMKEMUN HWXKe Mopora
B 6 mmonb/n (p=0,035), n Npu cxoOHOW BapuabenbHOCTU
(p>0,05 no Bcem napameTpam, CM. Tabs.1)).

CornacHo panbHeWweMy aHanu3y oOKasanacb BaXKHOW
CBA3b MMMOMIMKEMUN C OCOBEHHOCTSIMI MPOBOAVMON Tepann
COVID-19 Ha momeHT HMI, uTo, npexae BCero, Kacaetca npu-
MeHeHust TKC. B 3Tom nnaHe, ocHOBHas rpynmna 60sbHbIX C CO-
YeTaHHOW MaToNorMell MOXeT ObITb YCIIOBHO MOApasfesieHa
Ha 3 noarpynnbl: 1) HaxoAMBLUMECA Ha Tepanuun JeKCameTaso-
Hom Bo Bpema HMI (n=10), 2) 3aBepLumMBLUME NTEYEHME [EKCA-
METa30HOM Ha MoMeHT nposefeHua HMI (n=10), 3) nonyuato-
LMe METUNMPEAHW30MOH B nepuog nccnegosanna HMI (n=1).

KakK y>ke 0TMeuanochb, y naumeHTOB, HaXO4MBLUNECA Ha Te-
panun gekcameta3oHoM Ha momeHT HMI, annsogos runor-
nukeMmuu 3adprKcMpoBaHo He 6b110. OCHOBHOW Npobnemoi
C TOYKM 3PEHNA MIMKEMNYECKOTO KOHTPOJIA Y HUX ABNANACh
Bblpa)KEHHaA CKMOHHOCTb K TUMNEPIINKEMUKN, CO 3HAYU-
TeNbHbIM COKPALLEHNEM BPEMEHU HAXOXAEHUA TNKEMUN
B LleIeBOM Ainana3oHe. Bce 3T 6onbHble ObiNv HelaBHO ro-
CMUTANM3NPOBAHHBIMU, KIIMHUYECKN U NaBOPaTOPHO UMeNU
NPU3HaKM OCTPON BOCManuTeNibHOWM peakuum (4To npeano-
naraeT BblOPOC B KPOBb MPOBOCMANUTENbHbBIX LIUTOKMHOB
W UX HEeraTMBHOE BO3JEeNCTBME Ha YYBCTBUTENbHOCTb TKaHew
K MHCYnuHy [1, 3, 5]). BepoATHO, No 3TOM NprynHe, HeCMoTpA
Ha MHOTOKPATHbIA KOHTPOJIb MNKEMUYW B TEUYEHUE CYTOK I,
npu He06XOANMOCTM, KOPPEKLMIO MHCYNMHOTEPANMWM, MOKa-
3atenu HMI' y Hux okasanucb ganeku ot OnTUMasbHbIX.

Y nauMeHTOB, 3aBEPLUIMBLUMX JleUeHWe [eKCaMeTaso-
HOM, COXPAHANINCb NPOABNEHUA TMNEPrINKeMnn (0COBEHHO
B AHEBHOE BPEMSA, KOrga CpefHAA KOHLUEHTpauusa rioKo-
3bl BbIXOAMWIIA 3@ BEPXHIOI FPaHULy LIeNeBOro AnanasoHa).
OfHaKo BbIPaXKEHHOCTb TMMNEPrIMKEMUYECKUX HapyLIeHUN
no pAgy NokasaTtenen okasanacb 3HaYMMO MeHbLUen, Yem
y nvy, nonyyaswmx N'KC Ha momeHT HMI. JaHHble pasnnuunsa
MOTYT O6BACHATLCA KaK CHVXKEHMEM aKTUBHOCTU BOCMase-
HusA (oTyacTu, 1 3a cuet adpdekTnBHOrO NeyeHunss COVID-19,
BKJIlOYaA npeguwectsyioulee ncnonbsobaHue [KC), Tak n ns-
MeHeHnaMN Tepanum (OKoH4YaHue npuema NKC, ontTummsa-
LA CaxapOCHMXalOLWEN Tepanum B XOA4e rocnutanmsauunm).
Haunbonee e pagukanbHbIM OTAIVUYMEM MOATPYNMbl Nauu-
€HTOB, 3aBEPLUMBLLMX JIeYEHME AEKCAMETA30HOM, ABUIOCH
WMEHHO Hanuuune 3n130[0B MMMOranKkemMmnmn, Kotopble BO3-
HUKanun y 6 (60%) 6onbHbix. CegyeT yTOUYHUTb, YTO B OCHOB-
HoW rpynne HabnwogeHua (n=21) BbIABNANOCb 7 GOMbHbIX
C TUMOIMINKEMMEN; U3 HUX 6 3aBEpLUVNN JleYeHne [eKca-
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OPUTMHAJIbHOE NCCNEAOBAHUME

MeTa3oHOM, a 1 monyyan MeTUnnpegHn3oNoH Ha MOMEHT
nposegeHuss HMI (ero pgaHHble Ha TeKyllem 3Tane paboTbl
He yumTbIBanu).

OpHuM 13 $HaKTOpPOB, CNOCOHCTBYIOWMX FUMOMIMKEMMNM
nocne otmeHbl NKC, Morno crtatb HeageKBaTHOE CHUXKEHne
[03bl UHCYNWHA. B COOTBETCTBMM C TOKaNbHOW KNMHWYECKON
NPaKTUKOW, B TEYEHNE TPEXAHEBHOIO Nepnoga nocne oTme-
Hbl TKC ocywwecTBnAnca 06a3aTeNbHbI KOHTPOSb FMUKEMUM
HaToLLaK, 4O M MOC/Ee KaXK4oro nprema nuiu, a Takxenepes
CHOM. Ha OCHOBaHMV MONYYEHHOrO FUKEMUYECKOTO Mpo-
¢duna B MHAMBUAYaNbHOM NOPsAKe NPOBOAMIACh TUTPaLUS
[l03 MHCYNMHaA (KaK 6a3asibHOro, Tak U KOPOTKOrO AeNCTBUSA).
C yyeTOM HaWwmMxX AaHHbIX, B YKa3aHHbIN Nepuos BpemeHu
6bina Obl TaKXKe LenecoobpasHon U oLueHKa HOUYHON FnKe-
MUK, 4NA ONTUMU3aL MK NpoLiecca TUTpaunn.

CornacHO MHCTPYKUUW, OeKCameTa3oH ABNAeTCA npe-
napaToM AAUTENIbHOrO AENCTBUSA, C NPOAOIIKNTENBHOCTbIO
6uonornyeckoro nepuoga nonysbisegeHns fo 36-54 u. Cuu-
TaeTCA, YTo ero NPAMoe BO3AENCTBME Ha YPOBEHb MNKEMUY
MOXET ObITb 3HAUMMbIM B TeUEHVE NpUMepHo 48 y [3]. 3ToT
baKT oTyacTn OOBACHAET CTabunbHO GorbluMe MoKasaTe-
NN TNKEMWY Ha NPOTAXEHMM CYTOK B rpynne rnonyyaBLumx
[JeKCaMeTa3oH; MEeXrpynmnoBble Pasnmuna CpegHnx YpoB-
Hel rMMKeMUn yTpaumBanmM CTaTUCTUYECKYH 3HAUYMMOCTb
TONbKO B UHTepBanax 9-12 n 12-15 4 (4To COOTBETCTBOBANO
BpemeHu ovepegHon nHdysum NKC). Mpu 3Tom He cnepyeT
3a6bIBaTb, YTO Ha CHWXKEHWE [TIMKEMUWN MALMNEHTOB, 3aBEpP-
wmBwumx neveHme NKC, 6e3ycnoBHO, BAUANO He TONbKO OT-
CYTCTBME TUMNEPrnMKeMmyeckoro 3d¢dekta feKcaMeTasoHa,
HO M JOCTWrHyTOoe Ha ¢GOHe npefLecTByOLENn Tepanuu
YMEeHbLUEHNe aKTMBHOCTW BOCMaNeHns, a Takke 3¢pdekTbl
WHCYNMHOTepanumu.

Y  nmauueHTKn, nony4yaswen  MeTUINPefHU30NOH,
MMeNnocb 2 [AHEeBHbIX 3nM3oda runornvkemun (oauH
N3 HUX — 2 YPOBHSA), KOTOPble BO3HUKNWN B pPasHble [HMU,
HO NPUGIN3NTENIBHO B OAVH BPEMEHHOW neproa, Nnpumep-
HO COOTBETCTBYIOLNIM OKOHYaHMIO OeNCTBMA Mpenapara.
B TabnetmpoBaHHOl ¢doOpme METUAMNPEOHU30NIOH UMeeT
nepuopg nonysbliBeAeHNA B grnanasoHe ot 1,8 go 5,2 u. Npwu
€ro nprieme yTpoM MO>KHO OXMAaTb 3HAUNTESIbHOTO CHUXKE-
HUA KOHLUEHTpaL MM npenapaTta B KPOBM YKe BO BTOPOW Mo-
NOBUHE AHA (4TO N COOTBETCTBOBAJIO BPEMEHM NOABIIEHUA
3apUKCMPOBaHHBIX Yy OOMIbHOW 3MM30[0B TMMNOMIMKEMMM).
XoTA peyub AaeT 0 eAUHUYHOM HabmoaeHUN, AaHHAS KINHN-
yeckasl CUTyaLus NO3BONIAET peKoMeHAoBaTb Honee yactoe
UCCnefoBaHUe TOKO3bl KPOBU Y OOJNbHBIX, MOMyYaloLwmux
IKC ¢ HebonblIMM MEPVOAOM MONYBbIBEAEHUS; MPU 3TOM
KOHKpPEeTHOE BpeMs AJ1A KOHTPONA MNKEMUN JOMKHO onpe-
LensaTbca ¢ yyeTom papmakokuHetmkm [KC.

B noarpynne nuy, y kotopbix HMI 6bina npoeegeHa no-
Cc/le OTMEHbl JeKCaMeTa3OHa, FMMOrMKemua BbiABNANAch
y 6 yenosek u3 10 (B 60% cnydyaes), npuyem Bce 3T1 60Mb-
Hble UMEeNN HOYHble 3MM30/bl FTMMNOrNKEMMN, & NMONOBUHA
M3 HUX — TaKXe N AHeBHble. Y 6ONbLIMHCTBA NALMEHTOB
(5 u3 6 ¢ runornukemmren) oHa gocturana 2 ypoBHsa. Takxe
HaMHOrOmMpeBbIWan PeKOMEHAOBaHHbIE 3HAYEHUA U MNPO-
LEeHTBPEMEHUN COXPaHEHWA TUMOMNKEMMYECKMX HapyLue-
Hun no HMT (10,1£5,93%).

MNonyyeHHble AaHHble MO3BOJMAIOT NPEANONOKUTb, UYTO
y UL, C COYETaHHOW MaToONOrMen 3nn3odbl MMNornkKemuu,
0COGEHHO HOUYHOW, ABMAIOTCA CEPbEe3HON Npobnemon, He-
pefKo BO3HMKaloLWEN B yCrioBuax otmeHbl MKC.
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pu 3TOM B X04e PETPOCMEKTUBHOIO CONOCTaBNEHUA AaH-
HbIX «cnenoro» HMI™ ¢ pesynbratamy pyTUHHOWN OLIEHKN [Ito-
KO3bl KPOBU CTaLVIOHAPHbIM aHA/IM3aTOPOM OblI0 YCTaHOB-
NIEHO, YTO valle BCero B peasbHOW KINHNYECKOW MpaKTunke
3M1304bl TNMOTNKEMNN OCTAIOTCA HE AMAarHOCTMPOBAHHBIMU
(Umenca nuWb oVH Cnyyal BbIABIEHNA NIETKOW rMMNOrinKe-
Mun gHem). CnegyeT OTMETUTb, UTO K MOMEHTY OKOHYaHWA
Tepanuu JeKCcameTas’oHOM, KJIMHUYECKOe COCTOAHME BCeX
GONbHbIX C COYETAHHOW MaToNorven CTabUnU3MpoBanoch.
Mpu 3TOM PYTUHHbIE NCCNIefOBaHNA MKEMUM NPOBOAMINCH
pexe U, Kak NPaBuUIO, BbIABMANN NULWb YMEPEHHYIO rinepr-
NIMKEMMIO B Mpefenax Wiv Bbille LeneBoro gmanasoHa. B pe-
3ynbTaTe y fleyallero Bpaya He NoABAAIOCb HACTOPOXKEHHO-
CTV B OTHOLUEHUWN BO3MOXHOW runornnkemun. B tom uuncne
He NPOBOAMIICA U KOHTPOJb MMKeMUN Houblo. [No-Branmo-
My, 6b1n10 6bl LLenecoobpasHO PeKOMEHAO0BaTb Kak MUHUMYM
5-6-KpaTHOE uccneoBaHUE YPOBHSA MOKO3bl KPOBU (C 061-
3aTeNbHOWN ee OLEHKONM B HOUHOE BPeMS) AaxKe CTabubHbIM
60JIbHbIM C COYETAHHOW MATONOrMeN, Ha CTaLMOHAPHOM 3Ta-
ne, NOCsie OKOHYaHUA NeYeHna feKcameTa3oHOM.

KnunHnyeckasa sHaYNMocCTb pe3ynbTaToB

MonyyeHHble B HalleM WMCCNeOOBaHUN pesynbraTbl Mo-
3BOSIMIN YTOUYHUTb OCOBEHHOCTU MMKEMUYECKOTO Npodu-
nAa naumentoB ¢ COVID-19 n C[12, nonyuynTb HOBble flaHHble
O PacnpOCTPAHEHHOCTU W XapaKTepe AUCIINKEMUYECKNX
HapyLleHUI BO BpeMA 1 nocse okoHYaHna Tepanum NKCy ro-
CMUTANN3NPOBAHHbIX 6OJTbHbIX C COUYETAHHOW NATONOTUEN.

Orpaqueva nccanegoBaHnA

BbibopKkM MaumeHToB 6binu chopmrpoBaHbl Ha 6Hase
OLHOrO LEHTPA, B CBA3M C YEM MOTYT HEMOJIHO OTpaXaTb
CNEKTP U TAXKECTb AUCTTIMKEMUYECKMX HAPYLIEHWI Yy nauu-
eHToB ¢ COVID-19 n CO2, rocnutannsnpoBaHHbIX B obLlee
oTaeneHne UHGEKLUMOHHOIO rocnuTans.

HanpaBneHunsa ganbHenwmnx ncciesoBaHnn

B panbHeiwem nnaHupyeTcA npoBedeHue npocnek-
TUBHOTO MCCNefoBaHUA Ha 6a3e HECKONMbKUX KIMHUYECKNX
LEeHTPOB AN BblABNEHUA NPEAUKTOPOB PUCKA CEPbEe3HbIX
ONCTNNKEMUYECKNX HAapPYLIEHUN (B TOM YnCe KIMHUYECKN
3HAYMMBbIX 3MN3040B MMMOMIMKEMUN) Y FOCNUTANM3UPOBaH-
HbIX 60nbHBIX ¢ COVID-19 1 C[12, a Takxe Ans pa3paboTku
Mep MO 1X NPodUIaKkTuKe.

3AKNIOYEHUE

BonbHble COVID-19 n C[12 otnnyatotcs 60ree BblpaXKeH-
HOW, YCTONUYNBOW 1 TPYOHO KOPPEKTUPYEMOW rmnepriavke-
MUeW, BCIeACTBME YEro BpeMA HaXOXKAEHNA YPOBHA IOKO-
3bl B LLeNI€BOM [IMarna3oHe Y HUX He MPEeBbILIAET OAHOW TPETU
onutenbHoct HMI,
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CornacHo KoppenAuMoHHOMY aHanusy, CTeneHb runepr-
NMKeMMU BO3pacTaeT Mo Mepe YTAXeNneHWA MpoTeKaHuA
COVID-19, npn xypwen komneHcaumm CJl Ha porocnuTanb-
HOM 3Tane, HaIMUYNN OXMPEHWUA, a TakKe Ha GOoHe npremMa
IKC. Bpemsi HaxoXKAeHUA FUKEMAN B LENEBOM AMana3oHe
06paTHO CBA3aHO C ypoBHeM D-grmepa, YTo He UCKIoYaeT
accouaumy AUCINKEMIY C TPOMOOTeHHbIMU HapyLLEHNAMM.

Y 1petun 605bHbIX COVID-19 1 C[12 menuck 3nu3ogbl ru-
nornukemuwn. MNMpu 3Tom Gonee uem y YeTBepTM MALMEHTOB
C COYETaHHOW NaTONOren OHM BO3HUKaNM B HOYHOE Bpems,
6bIIV KIUHNYECKN 3HAUMMbIMU U [OCTUTaIi BTOPOTO YPOB-
HA Mo AaHHbiM HMI.

Ha coctosAHMe rmmkeMmnyeckoro KOHTPONA BAUAN CTaTycC
nauuneHTa no otHoweHuto K npuemy KC. Jlnuya, nonyyas-
lIne OeKCaMeTasoH, OblIM CKIOHHbI K 60iee BblpaXkKeHHOM
rMNeprankemMmmn, CO 3HAYNTENbHbIM COKpaLLEeHNEM BpeMe-
HW HaXOXAEeHWSA TMOKO3bl B Lile/IeBOM Anana3oHe, HO npu
OTCYTCTBUM rUNornvkemuu. Y 6ombHbix, Kotopsim HMI npo-
BOAMSIAaCb NOC/Ee OTMEHbI leKCaMeTa30Ha, rmneprivkeMmns
6bifla MeHee BblpakeHHOW, HO y 60% 13 HUX BbIABAAINCD
3N1304bl TMNOMNKEMUK, YaCTO — HOUYHbIE N KITMHUYECKU
3HauYMMble.

B peanbHON KAMHMYECKOW MpakTUKe 3Mn304bl rMno-
rMUKEeMUN, KOTOpble BO3HUKAIOT Y NaLUEHTOB C COYeTaH-
HOM naToslorMer nocne OTMEeHbl W/WInM npeKkpalieHns
fenctenaA N'KC, yacTo oCTalTCA He ANAarHOCTUPOBAHHbIMN.
Bbino 6b1 Lenecoobpa3HO pPeKkOMEeHAOBaTb, KakK MUHM-
MyM, 5-6-KpaTHOe ncciefoBaHne YPOBHA MHOKO3bl KPOBU
(c obA3aTeNbHON ee OUEHKOW B HOYHOE BpeMs) faxe CTa-
OUNbHBIM 60MIbHBIM C COYETaHHOW NaToNornein, Ha cTauun-
OHapHOM 3Tane, Nocjle OKOHYAHMWA NleYeHNsa [AnTENbHO
gencreytowmmn NKC.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcmpoBaHmMA. PaboTa BbiNOHEHa MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCUPOBaHN.

KoHpnuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTb.

Yuyactme aBTopoB. CTpoHruH JI.I. — KoHuenuma u gusaiH nccnepo-
BaHWA, COOP AaHHbIX 1 MHTEpNpeTauua pe3ysbTaToB, HanucaHue TekcTa
pykonucu; HekpacoBa T.A. — c60p AaHHbIX, CTaTUCTUYECKNI PACYET U MH-
TepnpeTtauua pe3ynbTaToB, HanvcaHne TekcTa pykonucy; bennknna .B. —
cbop AaHHbIX, CTAaTUCTUYECKMI pacyeT 1 UHTeprpeTaLua pe3ynbTaTos, Ha-
nucaHve Tekcta pykonucy; KopHesa K.I. — c6op AaHHbIX, UHTepnpeTaums
pe3ynbTaToB, HanMcaHue TekcTa pykonucy; MNetpos A.B. — cbop AaHHbIX,
UHTeprpeTaLuus pesysbTaToB, HamucaHue TeKcTa pykonucu. Bce aBTopbl
onobpunu $uHanbHY0 BepCuio CTaTby nepep nybnukauumen, Bbipasuim
cornacme HeCTU OTBETCTBEHHOCTb 3a BCe acneKTbl paboTbl, NoapasymeBato-
Lyl Hajnexallee U3yyeHne 1 pellueHre BONPOCOB, CBA3aHHbIX C TOUHO-
CTbIO NN JOBPOCOBECTHOCTLIO N0HOI YacTn paboTbl.
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B3AMMOJENCTBUE MUKPOBMOMA KULLEYHUKA U NMEPOPAJIbHbIX

®

CAXAPOCHUMAIOLWWUX MPEMAPATOB: Ob3OP JIUTEPATYPbDI saies’

©Y.B. bynBaneHko*, E.B. [TokpoBcKas

HaunoHanbHbIN MegNLMHCKUI NCCie[oBaTeIbCKM LeHTP SHAOKpUHonorum, Mocksa, Poccua

KnweuyHaa mukpoburoTa npeactaBnsaeT cobo COBOKYNHOCTb MUKPOOPraHM3MOB, HaceNAWMX KMULeYHNK YenoBeka. Oc-
HOBHbIMW QYHKLMAMM KALWEYHON MUKPOOMOTbI ABAAIOTCA: NOJTyYEHNE SHEPIUM U3 CNOXKHbIX BOJIOKOH MWLM, CO3peBaHne
1 obpasoBaHme UIMMYHHOI CUCTEMbI, KALLIEYHBbI aHTMOreHe3, BOCCTaHOBIEHME SMMTENNaNbHOrO NOBPEXAEHNA KULIEYHIKA,
pa3BuUTME HEPBHOW CUCTEMDI, 3aLlTa OT NaToreHoB U T.4. B3aumopencTene mexay MUKpPOOMOTON KULLEYHMKa 1 NeKapCTBEH-
HbIMW NpenapaTamu, KpoMe aHTMOaKTepmanbHbIX, ABAAETCA CJIOKHbIM 1 IByHaNpaBieHHbIM: MefJKaMeHTbl BAUAIOT Ha pas-
HOO6pa3ne MMKPOOPraHN3MOB, 1, HAOOOPOT, MUKPOOUOTA KULIEYHMKA YCUAMBAET peakLMio OpraHi3ma Ha fieKapcTBEHHOe
BELLECTBO NyTeM pepMeHTaTVBHOIo NPeobpa3oBaHMsA CTPYKTYPbl MONIEKYSIbl, UBMEHEHUA ee BUOAOCTYMHOCTH, Gronoruye-
CKOW aKTMBHOCTW USIN TOKCUYHOCTW. iccneoBaHne B3aMMOOTHOLLEHNI MEXAY NIeKapCTBEHHBIMW CPeaCcTBaMU, MUKPO6UO-
TOM W XO3SIHOM ABNAETCS CIOKHOW 3afauen, a Gruonormyeckne MexaHm3mbl, eXkalime B OCHOBE 3TUX B3aUMOAENCTBUNA,
elle HelOCTaTOYHO M3y4yeHbl. B 3Tom 0630pe mbl 06CyKaaeM ABYyHanpaBneHHOe B3aMOAENCTBME MEXIY MUKPOOMOMOM
KMLUEYHMKA YenoBeKa U CaxapOCHWKAKLWMMM NpenapaTaMm, ONnUcbiIBaeM M3MEHEHUA COCTaBa MUKPOOUOTBI NpU NX Npu-
MEHEHMK, a TaKXKe OLeHBaeM MoTeHLManbHble KNMMHUYEeCKne NocneacTBMA ANA opraHM3ma YesoBeka. [lonyyeHune 3HaHW
B 3TOV 06/1aCTV NOMOTYT MPONOXKNTL MYTb K pa3paboTke HOBbIX CTPATErMi, OCHOBaHHbIX Ha MPUHLMMNAX XXN3HEAEATENbHOCTH
MUKPOOMOTbI, KOTOpble B ByAyLleM MOXHO OyfeT NCNonb30BaTb ANA YNyJlleHUsA pe3ynbTaToB JleueHMA caxapHoro Anabeta
2 mina (CA2).

KJTTOYEBBIE CJTOBA: Mukpobuom; Mukpobuoma; caxapocHuUXxarouwue npenapamel; Memg@opMUH; lekapcmeeHHoe 8o30elicmaue.

INTERACTION BETWEEN THE GUT MICROBIOTA AND ORAL ANTIHYPERGLYCEMIC DRUGS

© Uliana V. Buyvalenko*, Elena V. Pokrovskaya

Endocrinology Research Centre, Moscow, Russia

The gut microbiome is the largest microbial habitat in the human body. The main functions include obtaining energy from
complex food fibers, maturation and formation of the immune system, intestinal angiogenesis, restoration of epithelial dam-
age to the intestine, development of the nervous system, protection against pathogens, etc. It is also known that a number
of drugs can cause changes in the composition of the intestinal microflora, and intestinal bacteria, in turn, produce a number
of enzymes and metabolites that can chemically change the structure of drugs, leading to more side effects, and in some
cases to positive changes.

In this review we present current evidence supporting the effects of microbiota in host-drug interactions, in particular,
the reciprocal effects of gut microbiota and oral hypoglycemic drugs on each other. Gaining and evaluating knowledge in
this area will help pave the way for the development of new microbiota-based strategies that can be used in the future to
improve treatment outcomes for type 2 diabetes mellitus (T2D).

KEYWORDS: gut microbiota; dysbiosis; antihyperglycemic drugs; metabolic diseases; T2D.

METOAON1I0TNA NONCKA NCTOYHUKOB

Anroputv noucka wuHdopmauum 6bin  paspaboTaH
B COOTBETCTBMU C TPEOOBAHUAMMU U MONOKEHMAMU OTYET-
HOCTU AnA nuTepaTtypHbix 063opoB (PRISMA) B 6a3e pgaH-
Hbix PubMed 1 GoogleScholar 1 Bkntoyan nomck Hay4yHow
nuTepaTypbl N UCCNefoBaHUN C NCNONb30BaHNEM MOWCKO-
BbIX 3aMpPOCOB, KoYeBbIX CNOB (B T.4. MeSH) 1 nornyeckunx
onepaTtopoB. [Boe 13 aBTOPOB HE3aBUCKMMO JpPYr OT Apyra
M3YUYUNIM 3arofloBKM MU aHHOTauuUm Ny6nrKaumii Ha COOTBET-
CTBME 3aABJIEHHON Teme, BO3HUKLLUME pa3HOoriacua pewwanu

© Endocrinology Research Centre, 2022
MNpo6nembl s3HAOKpUHONOrMK 2022;68(2):66-71

nyTem neperosopos. [locne aHann3a 3arosI0OBKOB 1 MX aHHO-
Tauuin HeNOCPeACTBEHHO MOCTABIEHHON LieNy COOTBETCTBO-
Bano 34 ny6nukaumu. MocnegHWn NMOWCK OCYLLEeCTBASANCA
14 aBrycta 2021 .

BBEJEHUE

Mukpobuota — 3TO TEPMWH, KOTOPbIN MCMOMb3yeTcA
NSl XapaKTepuCTUKU MUKPOOMOLIEHO3a OTAEeSNIbHbIX Opra-
HoB 1 cnctem [1]. CocTaB MUKPOOPraHN3MOB pasnnyaeTca
B 3aBMCMMOCTM OT JIOKanm3aumm: Koxa, KpOBb, poTOBas
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REVIEW

M HOCOBas MOJIOCTM U >KENYyAOYHO-KULUEYHbIA TpaKT
(PKKT) [2]. Ha MMKpOOMOTY KMILEYHUKA YeNoBeKa BAMUAET
MHOXecTBO (aKTOPOB, TaKUX Kak BO3pacT, reorpadpuue-
CKOE MONOXKEHWE, ANETUYECKUE 0COOEHHOCTY 1 BKYCOBbIE
npepnoyteHus, a Takke ¢ursmyeckaa Harpyska. Mukpo-
6uoTa MOCTOAHHO Pa3BMBAETCA, pacTeT M ajanTupyeTcs
B 3aBMCMMOCTM OT GAKTOPOB OKpY»Kalollel cpefbl 1 B3a-
UMOOTHOLWeHMI GakTepun. Bugosoe pasHoobpasve Gak-
Tepuidi B 3TNX COObLIECTBAX OrPOMHO, MUKPOOPFraHU3Mbl
B3aVMMOMENCTBYIOT Ha Pa3/INYHbIX YPOBHAX NMOCPEACTBOM
MYTYanMCTUYECKMX, KOMMEHCANbHbIX, KOHKYPEHTHbIX WK
WHbIX OTHOLWeHuN [3].

Bcero Heckonbko pgecATUNeTU Hasag OUEHWTb BKag
MUKPOOMOTbI KMLLEYHMKA B 3[0POBbE YENOBEKA TEXHNYECKU
6bII0 KpaliHe 3aTpyaHuTenbHO. ccnegoBaHus Mnkpobuo-
Tbl MPOBOAMUIUCH C UCMOJIb30BaHNEM METOAOB KyNbTUBMPO-
BaHMS, B KOTOPbIX BbIAENANNCD OQUH UM HECKOJIbKO BUAOB
GaKkTepuin 1 M3yyanucb Mx cBolcTBa. Pa3paboTka meTopa
CEeKBEHUPOBaHUA HaKTepmanbHOro reHa 16S pmbocomasnb-
Ho PHK [4] no3Bonuna npoBectn obLyt0 TakCOHOMUYE-
CKYI0 OLEHKY MUKPOOMOMa KMLIEYHUKAE, YTO 3HAUMUTENbHO
paclWMPUO HALLM 3HAHUSA O LUMPOKUX BapuaLumsax B €ro Mu-
KpobHOM cocTaBe. B nocnefHee Bpemsa OOHVM 13 MaBHbIX
METOA0B U3YUYeHUss MUKPOOMOMA ABMAETCA NMOSIHOFrEHOMHOE
WAN MeTareHomMHoe cekBeHnpoBaHue (MGS). MGS no3sons-
eT AeHTUPULMPOBATL He TONbKO BGaKTeprK, HO 1 BMPYCHI,
a Takxe npocTenwme v rpnbbl, NPOV3BECTU aHann3 bakTe-
puanbHbIX FEHOB UM MpeAcKasaTb Oronormyeckne nyTm ux
cywectBoBaHus. OfHAKO, KakK 1 B CJyYae Co BCeMU ApYyrMu
METOAAaMM, OCHOBAHHBIMY Ha CEKBEHUPOBaHUN, pPe3ybTaThl
MGS 3aBUCAT OT MeTofa, UCMOJMb3yeMOro AfiA BblaeneHus
JHK 13 06pa3uoB cTyna, 4To ABAAETCA OCHOBHOWN MPUYUHON
TEXHNYECKON BapuabenbHOCTY pe3ynbTaToB NCCeOBaHN
MUKpobroma [5].

3a nocnepHee pecAaTuneTue cAenaHoO MHOrO WHTe-
PEeCHbIX OTKPbITUN, AEMOHCTPUPYIOLWNX CBA3b COCTaBa
MUKPOOMOTbI KMLWEYHMKA N BOSHUKHOBEHMA PAa3NINYHbIX
3aboneBaHUN. MiccnegoBaHue accoumauunii MMKpoopra-
HU3MOB TaKXXe MOKa3asio KoOppenaumio Mexay BUAOBbIM
pa3HoobpasMemM 1 BO3HWKHOBEHMEM BOCMANINTENbHBIX
3aboneBaHN KNWEYHWKA, CMHAPOMOM «pa3fparKeHHOro
KMLIEeYHMKa», KONMOPEKTANIbHOrO paka, a Takxe 3abone-
BaHUM APYrux opraHos u cuctem. llommnmo uccnegosa-
HUA MUKPOOHbIX accoumaLii, UHTEPBEHLUOHHbIE NCCIe-
[OBAHUA U NCC/IeAOBaHNA Ha XXNBOTHbIX MOATBEPXAAOT
He TOJNIbKO BNMAIHME MUKPOOPraHM3MOB Ha OMnpefesieH-
Hble MPOLECChl, HO U OOBACHAT NPUYNHHO-C/IeACTBEH-
Hble CBA3M MeXxay Humu. OQHO 13 HeJlaBHUX UCCliefoBa-
HUI NOKa3ano, YTO MHOTMEe UCMNOoJib3yeMble Nnpenaparbl,
B YAaCTHOCTU, CaxapoCHMXKawLWmne CpeacTsa, U3MEHSIOT
COCTaB U GYHKUUM MUKPOOMOTHI KULIEYHUKA, B CBOIO
ouepenb, MMKpobOMOTa B3aMMOAeNCTByeT C BelecTBa-
MM, NMONABLIVMU B OPraHU3M YenoBeKa, B CBA3M C YEM,
no BCeW BUAUMOCTU, BAHWE ABNAETCA ABYHaNpaBlieH-
HbIM [6].

Pesiomupysa BbileckasaHHOe, B3auMOAENCTBUE NeKap-
CTBEHHbIX MPenapaToB C KMLLIEYHON MUKPOOUOTOWM MOXET
NPUBECTN K YMeHblueHnio 3¢GPeKTMBHOCTU Mpenapara
Nno npuuYuHe TpaHcHOpMaLUKN NeKapCTBEHHOW MOMEKY/bI
GakTepuAMU 1 U3MeHeHua ee bGuopgoctynHocTh. OfHako
B 3aBMCVMOCTM OT K/lacca CaXxapOCHVKALWMX NPenapaToB
3TV U3MEHEHVA BapbUPYIOT.
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Buryanugbi (metpopmuH)

MeTdopMuH, OTHOCALMICA K Knaccy GuryaHupos, sBns-
eTcs npenapaTtoM 1-i NIMHKK AN IeYeHUs caxapHoro auabe-
Ta (CO2). lo HepaBHErO BPEMEHUN UCCeOBaHNA MeXaH3Ma
LencTBnA MeThpopMMHa B OCHOBHOM Oblii COCPEOOTOUEHDI
Ha ero aHTUIMIOKOHEOreHHOM [eNCTBMM Ha neveHsb [7, 8]. On-
HAKO B HACTOsLLEe BPeMs MOABNSAETCA BCe OOJbLUe CBEAEHMN
0 TOM, YTO MMKPOOUOTa KULLIEYHMKA ABJIAETCA KITIOUYEBbIM Me-
JAVaTopom TepaneBTuYeckoro 3¢dekta metdopmuHa (puc. 1).
B cooTtBeTCTBMM C 3TOM rMNOTE30M BHYTPMBEHHOE BBefeHue
npenapara A/ifl CHUXKEHVS YPOBHS TTIIOKO3bl B KPOBM MeHee
3¢ $eKTVBHO MO CpaBHEHNIO C NepopasbHbIM Npuemom [9, 10].

B 6onblmHCTBE CiyyaeB MeTPOPMUH HA3HAYaeTcs npu
ycTaHoBsieHHOM C[12, uTo He NO3BONAET pa3rpaHUYNTb BO3-
JeNcTBMEe MpenapaTta Ha MUKPOOMOTY OT U3MEHEHW, Ko-
TOpble CBA3aHbl C OCHOBHbIM 3aboneBaHneM. B HeckonbKux
METAreHOMHbIX WCCNef0oBaHUAX COOOLWANocb, 4To NoaM
¢ C12 MetoT U3MEHEHHDIV COCTaB MUKPOOUOTbI KMLLEYHMKA
Mo CPaBHEHNIO CO 340pPOoBbIMU AtogbMu [11], @ UMEHHO, MU-
KpoOMOTa KMLLEYHMKA ML, He MPUHUMAIOWMX METGOPMUH,
XapaKTepun3oBanacb MCTOLEHNEM TaKCOHOB, MPOAYLMpPYio-
wmx 6yTupart, BKouasn Bugbl Roseburia, Subdoligranulum spp.,
Clostridiales spp. Hanpotus, npu npueme metpopmuHa ysenu-
yrBanocb Konnyectso Escherichia spp. n ysennureanacb uymc-
neHHocTb Intestinibacter spp. [11]. B ogHOM 13 NpoBefeHHbIX
NCCNegoBaHUN ObIIO MOKAa3aHO, YTO paHee Habnogaemble
U3MEHEHNA B MMKPOOMOME KULLEYHMKA, KOTOpbIe, KaK cuu-
Tanocb, Obiny Bbi3BaHbl Hanuunem CL12, Ha camom fene o6y-
CNoBeHbl UCMosib3oBaHnemM meTdopmmuHa [11].

B opyrom mnccnepoBaHny COO6LLIANOCh, YTO CXOXKE M3Me-
HeHus B MUKpobuoTe niogeli ¢ C[12, paHee He NosyYyaBLUViX Jie-
YyeHue, HabnoaaNUcb Nocse NpuemMa MeThpopmMriHa B TeUEHUE
4 Mec, UTO NMO3BOJAET NPEANONOXKUTb, UTO SleUeHne fencTBY-
TeNbHO 3¢PeKTMBHO [12]. bbINo BbiCKa3aHO NpPeanosioKeHe,
YTO M3MEHEHUA B UMCSIEHHOCTU GaKTepuasibHbIX TaKCOHOB
MOFyT OMoCpefoBaTb TepaneBTUYECKoe AeNCTBUE MeTdhop-
MUWHA 33 CYET YBENNYEHMs NMPOOYKUMMA KOPOTKOLIEMOYEYHbIX
XnpHbIx Knucnot (KU2KK) [11, 12], koTopble ynyuyLiaT romeoc-
Ta3 1 MeTabonn3M ITI0KO3bl Ha MoAensx rpbi3yHoB [13]. bonee
TOro, U3BECTHO, YTO 10 OAHOW TPETU MALUEHTOB, NPUHUMAI0-
WX METPOPMIH, COOOLLAIOT 0 MOBOYHBIX IPdEKTAX CO CTOPO-
Hbl >KenyAoYHO-KMLeYHoro TpakTa (PKKT), Takmx Kak guapes,
B3y TUE KMBOTA U TOLLUHOTA, YTO MOXXHO CBA3aTb C dhaKTopamu
BUPYNEHTHOCTU U FeHamMM ra3oBOro obmeHa (B OCHOBHOM Mpo-
UCXOAWT 13-3a YBENMYEHMs KonnyecTsa BuaoB E. coli), Kotopble
MOFYT SIBNATbCA MPUYMHON 3TUX MOBOUHbIX 3pdekToB [11].
MomyMO BblLLENEPeYNCIEHHOTO, METGOPMIH HAPYLLIAET MeTa-
6onm3m 6akTepuranbHoro ponata y Caenorhabditis elegans [14],
UTO MOXeT OObACHWUTL yxyfweHue ¢onatHoro cratyca [15].
C ppyroii CTOPOHbI, BbI3BaHHblE METGOPMUHOM N3MEHEHMS
MUKPOBVOTbI MOTYT PErynMpoBaTh MeTaboNM3M I0KO3bl 611a-
rogapsa COXPaHEHUIO LIeNIOCTHOCTY KULLIEYHOTO 6apbepa nyTem
YBeMYeHNA OTHOCUTENbHOW YncneHHocTn A. muciniphila kak
y Mbiweii [16], Tak n y mogen [12].

NHTepecHo, uTo 6enoK BHELHeW MeMOpPaHbI, BblaeneH-
HbI 13 A. muciniphila, akTuBupyeT Tonn-nogo06HbIN peLen-
Top 2-ro Tvna (TLR2) n noBTOpAeT nonoxutensHole 3dodek-
Tbl MHTAKTHOTO 6enika A. muciniphila Ha romeocTas rnoKo3bl
1 nunupoB y mbiwel [17]. Bo3amoxkHO, nepefaya cMrHanos
TLR2 moxeT ycunusaTtb 6apbepHyto GyHKLMIO KMLLEYHUKA U,
CnepfoBaTenibHO, KOPPEKTMPOBaTb METaboNIMUecKyo SHLO-
TOKCeMMIo, cBA3aHHyto ¢ CI.
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B opyrom uccnefoBaHum 66110 BbICKa3aHO MPeArnonoxe-
HMe, UTO MMKPOOMOTA KMLLEeYHMKa onocpeayeT 3dpdeKTbl MeT-
bopmMKrHa, BNNAA Ha CEKPELMIO FOPMOHOB KMLLEYHUKA. Y nnL,
NPVHUMALWUX METGOPMIH, 0OHaPY>KEHO MOBbILLEHNE YPOB-
HAl VHKPETMHOBOrO FOPMOHA TIOKAaroHONoLO6HOro nenTu-
na 1 (GLP-1) B nnasme, a B HEKOTOPbIX MCCIEAOBAHNAX TaKxKe
COO06LLANOCh O COMYTCTBYIOLEM MOBbILLEHUN YPOBHSA NENTU-
JaYY (PYY), KoTopbii NpYHMMAET yyacTie B KOHTpoJie anne-
TrTa [18]. Bo3mMOXHas CBA3b Mexay AeicTBreM MeTGopMmnHa
Ha CEKPELMIO TOPMOHOB KULLEYHMKA U MMKPOOMOTOl bblna
BrepBbIe BbIABMIEHA, KOTAa HAGN04aNach KOPPENALMA MeXaY
ypoBHAMU PYY 1 namMeHeHUAMM umncneHHocTn Bacteroidetes
u Firmicutes spp. B 06pa3uax ot naumeHTos ¢ C[12, nonyyas-
wmx moHotepanuio metpopmuHom [19]. Kpome Toro, ecTb
floKasaTenbcTBa Toro, 4to KLKK moryT 3anyckaTb cekpeuuto
GLP-1 n PYY 3HTEpO3HAOKPWHHbIMU KNeTKamu nnbo mno-
CpPenCcTBOM B3aUMOLENCTBUA C peLenTopamy, CBA3aHHbIMU
¢ G-6enkom, 6O NOCPELCTBOM X UHIMOUPYIOLLEN aKTUB-
HOCTV T’MCTOHAEaLLeTUIa3bl, MO0 »Ke BO3AENCTBYA HA HUX KaK
NCTOYHUK 3Heprum [20]. CnegoBaTenbHO, METGOPMUH MOXKET
KOCBEHHO CTUMYJIMPOBATb BbICBOOOXAEHME STVX FOPMOHOB,
CNocobCTBYA POCTy BUAOB, Npoayumpyowmx KLIXK.

Bbino OOHapyXeHo, 4YTO IKCNpeccus MOJIEKYSbl  Ha-
TPUA-TIOKO3HOrO KoTpaHcnoptepa-1 (SGLT-1), ocHoBHoro
NnepeHOCYMKa, OTBETCTBEHHOIO 3a CTUMYIMPOBaHHYIO [IOKO-
301 cekpeuuio GLP-1, cHu»KaeTca B BepXHMX OTAe1ax TOHKON
KULLKW KPbIC, MOMyYaBLUMX ANETY C BbICOKAM COAEPKaHEM
xunpos [21]. OgHako nevyeHne MeTGOPMNHOM BOCCTaHABMBA-
no skcnpeccuio SGLT-1 1 YyBCTBUTENbHOCTD K ITIOKO3€, a Tak-
e YBenunurBasno OTHOCKUTENbHYIO YCNeHHOCTb Lactobacillus.
BakHO OTMeTWTb, YTO TpaHCMNaHTauuA npeaBapuTesnibHO
06paboTaHHON MeTGOPMMHOM MUKPOOMOTbI B TOHKWN KU-

HAYYHbI OB30P

LWEeYHUK KPbIC, MOJSTyYaBLUMX ANETY C BbICOKMM COAEpKaHu-
eM XMpOB, TaKXe BOCCTaHaBnMBana 3Kcnpeccuto SGLT-1
U UYyBCTBMTENIBHOCTb K [IOKO3€, MOAAEPKUBas MEXaHU3M,
OMOCPEAOBaHHbIN  KULIEYHOW MUKpobuoTon. Tpebytotcs
JarnbHelle UccnefoBaHus, Ytobbl TOYHO YCTAaHOBUTD, KakK
Lactobacillus akTnBMpyeT 3TOT CEHCOP NMTATENbHBIX BELLECTB,
4TOObI YyCMNUTbL cekpeunto GLP-1 1 cHU3UTb YpOBEHDb FOKO-
3bl B My1a3me.

B3anMocBs3b Mexay MeTPOPMUHOM U MUKPOOMOMOM
KULIEYHMKA MOKa3bIBAET, HACKOSIbKO MOJIEKY/1a NTIeEKAapCTBEH-
HOrO CPeACTBa MOXET U3MEHUTb MUKPOOMOM KULIEYHMKA,
KaK BNUAET MUKPOOUOTA KULIEYHMKA Ha fenctere metdop-
MMWHa KaK JIEKapCTBEHHOW MOJIEKYSibl, @ TaKKe OObACHUTb
BO3HVKHOBEHME MO60YHbIX 3ddeKkToB OT npenapata. Mo-
[O06HOE BNUsiHME noayepKMBaeT HEOOXOANMOCTb CTPOroro
KOHTpONA npuemMa MeThopMUHa, OCOOEHHO MpuW npoBsefe-
HUW NCCNefoBaHNA MUKPOOUOMA, HanpaBeHHbIX Ha U3yye-
HVe KOHKPETHbIX 3a60/1IeBaHUIN UM COCTOSHUN.

AroHucTbl I'MN-1

NmeeTca HecKonbKo cOObLUeHN A O CBA3U Mexpay aro-
HucTom peuentopoB GLP-1 nuparnytmgom v nameHeHHOMn
CTPYKTYpPOM MUKPOOMOTbI KuweyHuka [22-25]. B uenom
6bII0 NOKa3aHo, YTO NleyeHre NUPAryTUAOM CHIVXKAET OT-
HOCMTENbHOE KONIMYECTBO CBA3AHHbIX C OXUPEHUEM BakTe-
puanbHbIx punoTunos B mogensax C12 n oxxupeHus Ha rpbi-
3yHax [22, 24], n B ofHOM 13 UCCnefoBaHU Habnogaemoe
yBenuyeHme Konunyectsa Lactobacillus otpuuatenbHo Kop-
penupoBano C ypoOBHEM I0KO3bl B KpoBu [23]. [oBbiweHne
ypoBHsa A. muciniphila Takxxe Habnoganocb B OTBET Ha Nleve-
HMe NnparnyTMaom y nauymeHTos ¢ CA2, yto, BO3MOXHO, OT-
pakaeT ynyulleHue 6apbepHo GyHKLMM KLLeYHKKa [25].
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Kpome TOro, HekoTopble WHIMOWUTOPbLI AUNENTUAWI-
nenTtngasbi-4 (DPP-4), KOTOpble UCMONb3YIOTCA ANA MOBbI-
weHua ypoBHA GLP-1, Take MoOryT okasblBaTb MONOXW-
TeNIbHOE BO3QENCTBME Yepe3 MUKPOOMOTY KMLIeYHUKa.
Hanpumep, neyeHvie BMNAArnMNTUHOM BbI3blBasio CHUKe-
Hue npopykuun Oscillibacter n yBennueHne npogyKunm Kak
Lactobacillus, Tak n KUXK y mbiwweit, nonyyasLimx 3anagHyto
avety [26], a npvem cuTarnunTUHa TakXe MoKasasn HeKoTo-
pble ynydleHuss MUKpPobHoro npoduns y nabopaTopHbIX
MMBOTHbIX C MHAYLUUPOBaHHbIM CL12.

Akap603a

Akap603a — MHIMOMTOP Q-rNI0KO31AA3bl, KOTOPbIN yYa-
CTBYET B MeTabonv3me roKO3bl, 3afepXKnBas nepeBapuBa-
HME CNIOXKHBIX YITIEBOAOB B TOHKOM KMLIEYHUKE. [TOCKoMbKy
3TOT MpenapaT BO34EeNCTBYeT Ha cybcTpat, AOCTYNHbIA AnA
GakTepuanbHoOn depMeHTaUmy, OH MOXET K36upaTeNibHO
CNocobCTBOBATb POCTY OnpefeneHHbIX TakCOHOB 1, TaKUM
obpas3om, BO3LENCTBOBATb Ha MUKPOOWOTY. [lencTBuTeNb-
HO, HECKOJIbKO WCCNEAOBAHNI NPOAEMOHCTPMPOBANY, YTO
akapbo3a U3MeHsieT COoCTaB OaKTepuasnbHbIX CO0OLLeCTB
B KMLIEYHUKe [27-29]. B paHZOMM3NPOBAaHHOM KOHTPONNPY-
€MOM MCCNIefoBaHNY C YYacTieM 52 L, ¢ HapyLUEHMEM TO-
NEPAHTHOCTY K FOKO3€ NleyeHre akapbo30oi 6bino cBA3aHO
CO 3HauuTeNbHbLIM yBenuueHnem KonwuuectBa Lactobacillus
u Dialister spp., npryem, YMCNO NOCNIEOHUX OTPMLATENIBHO
KOppenupoBaso C YPOBHEM FMIOKO3bl B KpoBu [29]. MoxKHO
NpPeanonoXnTb, YTO N3MEHEHNA B CTPYKTYPE KULIEYHOW MU-
KpOOMOTbI MOFyT BHOCUTb BKIaf B TepaneBTuyeckuin apdekr
npenapata. B gpyrom nccnegoBaHum obHapykeHa TecHas
CBA3b MeX[1y BbI3BaHHbIMU aKap0O0301 N3MEeHEHVAMMN MUKPO-
OMOTbI KMLLEYHMKA U KOJIMYECTBOM >KEMTUYHBIX KMCIIOT, KOTO-
pble ObIIN CBsI3aHbI C YYULIEHEM KOHTPOMA rmkemun [28].

Tllla3OJ1I/Ip,|/IHAIIIOHbI n npenapartbl Cynbd)OHl/lnMO‘l&Bl/lel

JleueHne nNMOrNNTa30HOM W3 Knacca TUA3ONMAVHAOU-
OHOB MOMABNANIO YBEJIMYEHUE YUCSIEHHOCT GakTepui
Proteobacteria, Habniogaemoe Yy rpbi3yHOB, MOMyYaBLIMX
nULLYy C BbICOKMM cofieprkaHnem xunpoB [30], B To Bpems Kak
NeyeHne PO3UMIMTAa30HOM BOCCTaHaBNMBANIO MPOCTPaH-
CTBEHHOEe pacnpeferieHne GakTepuin Mo cnusncTon o6o-
JIoUKe NoAB3AOLLIHOM KULLKK, HO He BOCCTAHaBIMBANO MX
cocTaB [31]. AHanornyHbiM 06pa3om NccnefoBaHme, Usyya-
lollee BAUSIHME MUNK3uA], Npenapata n3 rpynnbl cynbdo-
HUIMOYEBUHDI, HA MMKPOOUoTy ntogeit ¢ C[12, He NokKasano
3HAUUTENbHBIX U3MEHEHWIA B OTHOCUTENIbHOWN YNCITIEHHOCTU
KaK Ha ypOBHe BUJOB, TaK U Ha YpOBHe MUKpobroma. OgHa-
KO 6bl10 O6HAPYXEHO, YTO OMOJOCTYNHOCTb POACTBEHHOTO
npenapara rMyKia3uaa noBbILAETCA y AnabeTNYeCKnX KpbIC
nocsie BBeAEHNA NPOONOTUKOB, UTO NOAUYEPKNBAET BO3MOX-
Hble B3aMMOZENCTBUSA MeXAY NeKapCTBEHHbIMU CPeacTBa-
MU 1 MUKpo6uoTon [31].

UHrn6mtopbl SGLT-2 (rMundnosmHbl)

WHrnbutopbl SGLT-2 — ogHa 13 Hanbonee COBPEMEHHbIX
M MepCreKTVBHBIX FPYMM CaXapOCHMKAKOLWKMX NPenapaTos,
peanu3yloT CBOI GYHKLMIO HE3aBUCKMO OT PaboThl 3-KNeTok
OCTPOBKOB JlaHrepraHca nogenyfiouHown xenesbl. mudno-
3uHbl 6nokupytloT SGLT-2, nokanusoBaHHbIi B MembpaHe
3NUTENMOUNTOB MPOKCHMANbHBIX KaHanbLEeB HeppoHa, TeM
CaMbIM MPenATCTBYA peabcopbuun rnoko3bl [32]. B paznny-
HbIX KJIMHUYECKUX NCCNIEROBaHNAX Oblil OTMEUYEH LUMPOKMNA
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cnekTp MeTabonuueckux 3¢dekToB MHrMbuTopos SGLT-2,
Cpeau KOTOPbIX MOSIOKMTENbHBIMU CUATANINCH CHIKEHUE MaC-
Cbl Tena MaLUWEHTOB, YMEHbLUEHNE YPOBHA TPUMMLEPULOB
B KpoBu [33]. Bonpoc BnvsHUA MHrmMbutopos SGLT-2 Ha mu-
KpOOMOM KMLLEYHUKa paccMaTpUBancs B nccnienoaHuv D.M.
Lee 1 coaBT,, OCHOBHas Liefib KOTOPOTO 3aK/ioyanach B OLeH-
Ke »KeCTKOCTW apTepriasibHOM CTEHKM MbILIEN, NOMyYatoLwmux
rMu$no3uHbI B KauecTBe NPOTNBOAUAOETAUYECKON Tepanuu.
Ecnn Ha cocTtoaHmne cocynoB nHrimMbutopbl SGLT-2 okasbiBanm
LOCTOBepHbI 3PdEKT, MPOABNAIOLLMINCA YBEIMYEHNEM COCY-
OWCTOW 3M1aCTUUYHOCTU Ha GOHe rMnoHaTpUemnu, TO COCTaB
MUKPOOMOMA KULIEYHMKA MO CPaBHEHWUID C KOHTPOJIbHOM
rpynnovi He MNPOAEMOHCTPUPOBAN KaKMX-TINOO 3HaUMMBbIX
nsmeHeHui [34]. JleueHne panarnn¢nosvHOM, No-BUANMO-
My, MaJio MOBMVIANO HA MUKPOOUOTY Y KOHTPOJIbHBIX MbILLET,
HO BbI3BasI0 HE3HAUWTENbHbIE M3MEHEHNSA B Pa3HOOOpa3uu
MUKPOGHBIX COOOLLECTB Y XKMBOTHbIX C AnabeTom. B Lenom
CoOoTHoleHre Firmicutes:Bacteroides 6bin0 CHUXXEHO Y »Ku-
BOTHbIX, MOJyYaloLMX NPenapaTt, N0 CPaBHEHUIO C APYrMU
rpynnamu. Mpu 3ToM CTOUT OTMETUTDb, YTO B rpynrne npuema
npenapata 6b1 oTMeyeH poct Akkermansia muciniphila, uto
TaK>Ke COMpPOBOXAANOCh CHUMXEHVEM MapPKepPOB BOCMaNeHNs,
Macchl Tefia U YPOBHS ITHOKO3bl B KPOBU.

OBCYXAEHUE N BbIBOADbI

HecmoTps Ha o6mnvie npoBefeHHbIX NCCIeA0BaHNI 1 NOfYy-
YEHHbIX BbIBOLOB, Ha CErOAHSALLHMIN AeHb 113 BCEX FPYMI Caxapo-
CHIPKAIOLLMX MPernapaToB Hanbonee 13yUYeHHbIM B OTHOLLEHM
BIMSIHNA Ha KMLLEYHYI0 MUKPOOMOTY fBRAeTCA MeTGOPMUH.
Pe3ynbTaTbl MHOTUX UCCIEAOBAHUIA SBMAOTCA HECOTIAacoOBaH-
HbIMU MeX Ty cOOO0, MHOrAA C AMaMeTPasibHO NMPOTUBOMONOX-
HBIMU UCXOA,AMM, UTO MOXKET ObITb OOYCIOBIEHO STHUYECKMU
0CO6EHHOCTAMU, BANAHMEM GONBLLIOFO KONMYECTBA BHELLHMX
$aKTOPOB 1 pasHMUEN B An3aliHe uccnenoBaHuin. Heobxoau-
Mbl JaribHENLIME NCCNefOBaHMA A1t OLEHKU CYLLeCTBOBaHMS
MPWYNHHO-CNEeCTBEHHON CBA3W MeXY U3MEHEHUAMM MUKPO-
610TbI, BbI3BAaHHBIMM CaXapPOCHUXALLMMI NpenapaTamMu 1 nx
TepaneBTMYeCKMU ddpdeKTamu, Ha BUONOrNYecKNx Moaensx
1 Ha CXOXMX MO Pa3/INYHbIM XapaKTEPUCTIKaM BblIOOpKax na-
LIVEHTOB C YYETOM PErroHa Vx NpoXK1BaHUS, MULLEBbIX NPUBbI-
yek, Npuema Apyrux rpyrn npenapaToB 1 NPoUnx GpakTopos,
MOTEHLMANIbHO CMOCOOHBIX BHOCUTb BKNAf B M3MEHEHWs Kiu-
LIEYHON MUKPOOMOTBI. YeTKoe NOHMMaHre MeXaH3MOB B3au-
MOZENCTBIA CaXapOCHIKAIOLLMX MPEnapaToB C MUKPOOMOTON
KMLLIEYHUKA B MEPCrekTMBE MOXET CNOCOOCTBOBATL yrpasre-
HIII0 CKOPOCTY BCACbIBaHVIA NMPENapaToB, a TakXKe YCUNEHMIO UX
TepaneBTMYECKKX 3$PEKTOB NPY MUHUMASIbHOM KOJMYecTBe
NOGOYHBIX ABNIEHWIA.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcupoBaHuA. PaboTa BbiNoOSHEHa MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoH}nuKT nHTepecoB. ABTOpPbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTbM.

Yyactue aBTOpOB. BCe aBTOpbl 0406pUnYM $rHaNbHY0 BEPCUIo CTaTbi
nepep nybnvkauuer, Bbipasuan cornacme HeCcTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJieXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYUHOCTbIO UM AOOPOCOBECTHOCTbIO NH06OI YacTh
paboTbi».
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PAHHAA MAHVNOECTALMA N NPOIrPECCUPYIOLLEE MHOTOKOMIMOHEHTHOE

TEYEHVE CUHOPOMA MAKKbIOHA-OJIBPANTA-BPANLIEBA Y AEBOYKU 9 JIET:
KNWUHUYECKUWN CNTYYAU U OB3OP JINTEPATYPbI

© A.B. Tvpw', M.A. Kapesa?, H.B. Maka3aH? E.H. laBbiropa’

'CypryTckuii rocygapcTBeHHbI yHuBepcuteT, CypryT, Poccus
2HaumoHanbHbIN MeAULMHCKII NCCNIef0BaTeNIbCKUIA LIEHTP SHAOKpUHonorumu, Mockea, Poccus

CnHpgpom MakKbloHa-Onbpainta-bpaliuesa (cuHgpom MOB) — oueHb pefikoe MynbTUCMCTEMHOE 3aboneBaHue, Npo-
Asnawoweeca ¢nbpo3HoN gncnnasnent KocTel, NATHaMK LBeTa Kodpe-c-MonokoM, runepdyHKUmelr pasnnyHbiX SHAO-
KPWHHbBIX ene3 u pAagomM natosiornin Apyrnx cuctem opraHusma. Mbl npuBogMM onucaHue KAMHWYECKOro ciy4vas
TAXKEeNoro nporpeccupyioulero teyeHna cuHgpoma MObB y gesoukn 9 net. C 3TUM ArMarHo3om feBoyka Habnopaetca
€ 2,5 rofa, koraa 6biin BbiABNEHbI NATHa LBeTa kKode-c-MOJIOKOM, nonnoccanbHasa ¢ubposHasa gncnnasus, nepnde-
puyeckoe npexaeBpeMeHHOe NoNoBoe pa3BuTME Ha GOHe 3CTPOreH-cekpeTupylowen KACTbl ANYHNKA, MHOTOY3/10-
Bow 306. B npouecce guHamuyeckoro HabnwgeHMA OTMeYanocb nNpekpalleHne akTMBHOIo pocTa pebeHka Ha PoHe
nebopmaunin KOCTHON CUCTEMbI C MHOXKECTBEHHbIMU MOBTOPHBLIMU NepesioMaMy KOHEeYHOCTEN; NporpeccupoBaHmne
nebopmaummn yepena co CTEHO30OM KaHanoB 3pUTENIbHOrO HepBa U yXyAWeHUem ocTpoTbl 3peHus; pa3sutue CTI-
runepcekpeunn, runodochateMmyeckoro paxmta, Taxmkapauun. Mo Kaxpaon M3 SHAOKPUHHbIX AMCOYHKLMIA Obina
Ha3HauyeHa COOTBETCTBYlOWanA CynpeccMBHan/3amecTuTenbHan Tepanuva. B ctatbe nprBeaeHbl anropuTmbl obcnepno-
BaHMA AEBOYKN B AUHAMUKE, KpUTepuun BbiIGOpa NOKOMMOHEHTHOWN TaKTUKWU BefleHnA 1 0bcyxaeHne ocobeHHocTeNn
TeyeHuA BCeX NPOABNEHUI CMHAPOMA.

KJTIOYEBBIE CJZTIOBA: cuHdpom MakKetoHa-Onbpatima-bpaliyesa; kucma audHuka; pubposHas ducnnasus; CTl-eunepcekpeyus; MHO20Y3/10-
80U 306; MUPeoMOKCUKO3; 2unoghochamemus; 2unogpocpamemudeckuti paxum.

EARLY MANIFESTATION AND PROGRESSIVE MULTICOMPONENT CURRENT OF MCCUNE-
ALBRIGHT-BRAITSEV SYNDROME IN A GIRL 9 YEARS OLD: A CLINICAL CASE AND LITERATURE
REVIEW

© Yana V. Girsh'*, Maria A. Kareva?, Nadezhda V. Makazan?, Ekaterina N. Davygora'

'Surgut State University, Surgut, Russia
2Endocrinology Research Centre, Moscow, Russia

McCune-Albright-Braitsev Syndrome (MAB syndrome) is a very rare multisystem disease manifested by fibrous bone dys-
plasia, coffee-and-milk colored spots, hyperfunction of various endocrine glands and a number of pathologies of other
body systems. We present a description of a clinical case of a severe progressive course of MAB Syndrome in a nine-year-
old girl. With this diagnosis, the girl is observation of the girl began when she was 2.5 years old, when spots of coffee-and-
milk, polyosseous fibrous dysplasia, peripheral premature sexual development against a backdrop of estrogen-secreting
ovarian cysts, multinodular goiter were detected. In the process of dynamic observation, it was noted that the child’s
active growth stopped against a backdrop of deformities of the skeletal system with multiple repeated fractures of the ex-
tremities; progression of skull deformity with stenosis of the optic nerve canals and deterioration of visual acuity; devel-
opment of STH hypersecretion, hypophosphatemic rickets, tachycardia. Appropriate suppressive / replacement therapy
was prescribed for each of the endocrine dysfunctions. The article presents algorithms for examining a girl in dynamics,
criteria for choosing a component-wise management tactics and a discussion of the features of the course of all manifes-
tations of the Syndrome.

KEYWORDS: McCune-Albright-Braitsev syndrome; ovarian cyst; fibrous dysplasia; STH hypersecretion; multinodular goiter; thyrotoxicosis;
hypophosphatemia; hypophosphatemic rickets.

AKTYAJIbHOCTb

CnHgpom MakKbioHa-Onbpanta-bpaniueBa (cuHgpom
MOB) — ouyeHb pefKoe MyNbTUCMCTEMHOE 3abofieBaHme,
npospnswleeca ¢$MOPo3HON Aucnnasnen Kocten, nAT-
HaMu LBeTa Kode-C-MONMOKOM, runepdyHKLmen pasnuu-
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HbIX SHOOKPUHHbIX Xene3 n pAAOM NaToIorn ApPYyrux
cnctem opraHmsma. CMHAPOM Ha3BaH B 4YeCTb Bpaven
Oynnepa On6pavita n [JoHoBaHa [xopaxa MakKbioHa,
KoTopble B 1937 r. BnepBble onncanu nayneHToB C AaH-
HoW cumntomaTukon [1, 2]. 3a 10 net go atoro, B 1928 r,,
pycckui xmpypr bpanues Bacunun PomaHoBUY BnepBble
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CASE REPORT

npeacTasun noagpobHoe onucaHme ¢uMbPO3HOM Aucnna-
311, B CBA3M C YEM B PYCCKOWN TpaHCKpunuuu 3abonesa-
HUe HocuT 1 ero pamunmio Toxe [3]. PacnpocTpaHEHHOCTb
cnHgpoma MOB n3yyeHa B oTAenbHbIX CTpaHax M COCTaB-
nsaet ot 1:100 000 go 1:1 000 000 [4]. CnHgpom MOB oby-
CNOBJIEH COMaTUYeCKUMMK MyTaumamm B reHe GNAS, koau-
pytlowem cTuMmynupytouyto anbda-cybbeanHuuy G-6enka
(Gas) [5]. G-6enku cocToAT U3 Tpex cybbeanHnL (anboda,
6eTa, ramma), ux GyHKUUA — nepefatb CUTHasM OT aKTUBU-
POBaHHbIX TPAHCMEMOPAHHbIX PELLENTOPOB K KETOYHOMY
anpy. PasHoBugHocTb anbda-cybbennHny G-b6enka onpe-
JenseT OT peLenTopoB Kaknx rOPMOHOB byfeT ocyliecT-
BNATbCA Nepefaya curHana. Yepes cTuMmynmpyoLlyio anb-
da-cybbepuHnuy G-6enka B KneTkax OpraHoOB-MULLEHEN
nepegaerca curHan ot naparropmoHa (MTrl), Tnpeotpon-
Horo ropmoHa (TTl), ropMOHa poCTa-pUNU3NHI-TOPMOHA
(TP-PT), niotenHn3mpyiowero ropmoHa (J1), ¢onnukyno-
ctumynupytowero ropmoHa (OCl), agpeHOKOPTUKOTPON-
Horo ropmoHa (AKTT), menaHOLMT-CTUMYNNPYIOLLErO rop-
MoHa (MCT), rnokaroHa, Ba3onpeccuMHa, KaTexonammHoB
(B-appeHopeuenTopsbl). AKTUBMpYOWan MyTaums GNAS
NPUBOAMUT K peuenTop-He3aBncrMmon aktuaumm Gas, Bbl-
3blBasg HEKOHTPONMpPYEMYK TunepdyHKUMIO Pas3fiNYHbIX
OpraHoB 1 TKaHen.

MN3BeCTHbIMM KOMMOHeHTaMn cuHgpoma MObB AB-
nATCA MATHa UBeTa Kode-c-MonoKoMm, ¢ubposHasn
ONCnnasua KOCTeW, 3CTPOreH-cekpetTupyowme KUCTbl
AVYHNKOB Y A€BOYEK, TeCTOTOKCUKO3 U/UNnM Makpoop-
XUAW3M Yy MaJibuMKOB, TUPEOTOKCMKO3 U/UN MHOTFOY3-
nosoii 306, CTI/nponakTuH-rnnepceKkpeums, BpoXKaeH-
Hbin AKTI-He3aBNCKMMbIN FMNepKoOpTULUN3M BCNeacTBme
rmnepnnasuu petanbHOM KOPbl HAAMOYEUYHUKOB, MONNMbI
racTPOMHTECTUHANIbHOTO TPaKTa, HeOHaTasbHbIA Xore-
cTas, Taxukapaua [6-8]. NpeayragaTb TAXKECTb TeYeHMA
N KONMYECTBO KOMMOHEHTOB CMHAPOMa HEBO3MOXHO —
myTauma B GNAS npu cuHppome MODB comatnueckas,
T.e. BO3HUKaeT CHayasa B OHOW K/IeTKe Ha PaHHMX 3Ta-
nax smbpuoreHesa 1 nepepaerca B Nocyegyouem Kno-
Ham 3Tonm knetkm [5,9]. 3To NpmMBOAUT K HenpepacKasye-
MOW MO3auMYHOCTU pacnpefeneHus MyTaHTHbIX KIeTOK
Mo opraHam M CMCTEMaM W BbICOKOW BapuabenbHOCTU
KITMHNYECKUX NPOABNEHNN.

Y cnHgpoma MOB MOXHO BblgennTb 0COOEHHOCTU, KO-
Topble OOYCNaBNMBAT TPYOHOCTV NPU BEAEHUWN NaLuveH-
TOB: BO3MO>KHOCTb Pa3fIMYHON COYETAEMOCTN KOMMOHEHTOB
C MaHndecTaumen B pasHble NePUOAbl KU3HW, PUCK TAXe-
JIOro NPOrpeccupyoLEero TeYeHnsa OgHOTO NN HECKOMNbKKX
KOMMOHEHTOB CUHAPOMA, C/IOXKHOCTU OnpefeneHns Tak-
TUKN BEAEHUA MO KaXOoMy U3 NposiBNEHMI 3aboneBaHus,
BOMPOCHI BbIOOPa afjeKBaTHOW MeMIKaMEeHTO3HOW Tepanuu
N OLEHKN 3PPEKTUBHOCTU M 6E30MaCHOCT NPOBOAUMOTO
nevyenus. lNpeacTtaBneHHoOe Hamy HabnofgeHve AEeBOYKU
B TeueHwue 7 NeT C MPOorpeccupyrowum Te4eHnem npakTmnye-
CKM BCEX U3BECTHbIX KOMMOHEHTOB MOXET OKa3aTbCA LieH-
HbIM MCTOYHUKOM MPAKTUYECKON MHPOpMaUMM MO STOMY
3aboneBaHNI0 ANA NPAKTUKYIOWEro Bpaya-AeTCKOro 3HAO-
KpriHonora.

OMUCAHUE CNYYAA

[eBouka, 9 nert, ¢ 2,5 roga HaxoauTcAa nof HabnoaeHnem
C AnarHosom cuHgpom MOB.
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MaHudecTtauuma n ocHoBaHMA A NOCTAaHOBKW AnarHosa

BnepBble fgeBouka Obina ob6cnegoBaHa B Bo3pacTe
2,5 ropa B CBsI3U C 3MM3040M KPOBSHUCTbLIX BblAENIEHNIA, CO-
MPOBOXAABLUNXCA YBENMYEHEM MOJOYHbIX Xenes. Toraa,
npy NepBOM OCMOTpPe, 06paTUNM Ha cebs BHUMaHME NATHA
uBeTa Kode-c-MONIOKOM 1 yTrHasA noxopka. MNaTHa oTmeua-
NNCb C POXAEHUsA, YTMHasA NoxodKa NPOosBUIacb C NepBbIX
waros B 11 mec. Mpy nepBuYHOM 06CNeOBaHNY MO MECTY
XKUTeNbCTBA Obifi OBGHapY»KeHbl MOBbLIWEHHbIA YPOBEHb
3cTpagvona (658 nmonb/n) npu gonybepTaTHbIX 3HAYEHUSAX
rOHaJOTPOMHbIX FTOPMOHOB (Ha Npobe ¢ BycepenMHom max
BblOopoc JII 0,54 Ea/n, max Boibpoc OCI 7,94 En/n), onepexe-
HMe KOCTHOro Bo3pacTta Ha 2,5 roga (cooTBeTcTBOBan 5 ro-
Zam), axorpaduyeckre NpmusHaKkm KACTbl MPABOro ANYHMKA,
HUBENMPOBABLUENCA K MOMEHTY KOHTponbHoro Y3U yepes
2 mec. Torga »e MPT ronoBHoOro mosra n peHtreHorpadus
HVXHUX KOHEYHOCTeN BbiABUIM ouyarn ¢rubpo3Hon awuc-
nnasmm (Of]) uepena, 6egpeHHbIX KOCTEN, KOCTEN FONEHMN.
[lononHutenbHo Npw nepsuYHOM obcnegoBaHUm Obin 06Ha-
py»eH MHOroYy3/10BOI HETOKCMYECKUI 306: Npy HE60NbLLOM
obLlem obbeme WUTOBUAHON Xenesbl (2,7 cm®) onpepens-
NINCb TMNEepP- U TMNO3XOreHHble 06pa3oBaHus, camoe 60nb-
Loe 13 KOTopbIX 661110 3 CM B AUameTpe.

Knaccuueckas Tpraga Npu3HakoB B BUAe MATEH LBeTa
Kode-c-Monokom, neprndeprnyeckoro npexaeBpeMeHHOro
MOMOBOrO Pa3BUTUA Ha GOHE CTPOreH-CEKPETUPYIOLLEN KI-
CTbl ANYHKKA 1 nonnoccanbHon O no3Bonunm ycTaHoBUTb
cuHgpom MOB; Hannune MHoroysnoBoro 306a Takxke mnos-
HOCTbIO YKNaZ|blBaNiOCh B ANArHO3.

AHFOPVITM OGCHeAOBaHMﬂ nonpepeneHna TaKTUKn

BeAeHNA AeBOYKN B ANHaMUNKe

C MOMeHTa NOCTAHOBKW AMarHo3a [eBoYKa HaxoauTcs
nog HabnopeHWem, nosiyyasd MOKOMMOHEHTHOE JIEUEHME;
NPOBOAMTCA perynsapHoe o6cefoBaHME C OLEHKOW TsKe-
CTU TEUYEHMA U CKPUHMHIOM Ha BO3MOHbl€ KOMIMOHEHTDI
3aboneBaHus.

Oco6eHHOCTN TeueHns 3a6oneBaHNA B ANHaAMUKe
Mo KOMMOHEHTaM

GubposHas oucnaasus

C momeHTa BbiBneHua O] Hocuna pacnpoCTpaHeHHbIN
nporpeccupyowmnin xapakrep. 1o gaHHbIM ocTeorammac-
unHTUrpaduy, B 3,5 roga ovarn O] oTMevanncb B KOCTAX
yepena, B NIEBON MNeYeBOW KOCTU, MPaBON NOAB3AOLIHON
KocTu, H6efpeHHbIX KOCTAX, KOCTAX rofieHy, 6e3 BUAUMBIX
fedopmaLun yepena n UCKpMBNEHNA KoHeuyHocTel. C 4 net
CTana 3aMeTHa nporpeccupyrowlas acMMMeTpusa KOCTen
NMLEBOro yepena, pacnpoctpaHanncb ovarn O] B KoHeu-
HOCTAX U KOCTAX Ta3a. OTO NprBeNo B JaJibHEMILEM K MHO-
rOKpaTHbIM MaTONIOMMYECKUM MepesioMaM, YKOPOUYEHUIo
npason Hory, gedopmauram befpeHHbIX KOCTen no Tuny
MacTylIbero Nocoxa, cabneBngHbiM Aepopmaumam KocTen
rofieHu, notepe CNoCoOHOCTM XOAUTb U 3HAUYUTENIBHOMY UC-
KPUBJIEHUNIO MO3BOHOYHMKA, BTOPUYHOMY Ha ¢OHe naToso-
rN HUXKHUX KOHeYHocTel, 6e3 ouaro O/] B No3BOHKax.

C uenblo cTabunusauum nporpeccupyrollen gepopma-
UMM HVXKHUX KOHEeYHoCTen ¢ 3,5 roga geBouKka nepeHecna
pAL KOPPUIMPYIOLWMX OCTEOTOMUIA C METanIo0CTEOCUHTE-
30M, CNOCOOCTBOBABLUMIX YAaCTUYHOMY YMEHDBLLEHUIO Pa3HM-
bl B JJIVIHE HOT 1 BblpaXXeHHOCTH aedopmauuin. Ha MomeHT
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PI/ICyHOK 1 (Ha4ano). PeHTFeHOFpaMMbI N KOMMbIOTEPHbIE TOMOTrPaMMbl HUXKHUX KOHEYHOCTEN 1 NO3BOHOYHMKA B ANHAMKKE.

MaTonornueckne nepenombl B TeUeHNE XKN3HN: NPaBol 6epeHHON KOCTU B 4 rofla, OCHOBHOM ¢panaHrv 2 nanbla NpaBoi cTonbl B 5,2 roga, npaBoi
nneyeBoy KOCTM B 5,6 roAa; NpaBoi 6onbluebepLoBO KOCTM B 5,6 roaa (Yepes 1 mec nocsie npefbiayLLero); neBoi 6eipeHHON KOCTV B 6 1eT. OpToneguyeckmne
XVpypruyeckue nie4eHUs B TeYeHUe XKU3HU: BHYTPMoYaroBas peseKkuunsa oyaros Gprbpo3HoMN AUCnas3nm, MeTaNIooCTeOCUHTES NIEBOU BefjpeHHO KOCTu
B 3,6 NeT; METaNN00CTEOCMHTE3 NpaBoli 6egpeHHoN KOCTH B 4,5 rofja; yaaneHve meTannodukcatopos neBoii 6eapeHHo Koctu B 5,8 neT (HecTabunbHOCTb
METaINIOKOHCTPYKLIMK); OCTEOTOMUA 11 OCTEOCUHTE3 NIeBON GeapeHHol KocTu B 8,6 roaa. PeHTreHorpammbl HVDKHUX KOHe4yHocTell B 6,8-9,7 ropga:
nporpeccupytouiasn aepopmarms 6eapeHHbIX KOCTel Mo Ty NacTyLbero nocoxa, ToranbHas Grubpo3Has nepecTpoiika KOCTHOW TKaHU 6eApPeHHbIX KOCTei
C BM3Yyanv3upyoLyMUCa METaNTIOKOHCTPYKLUMAMY; odary GUOPO3HOI ANCMNA3MU B KOCTAX FONIEHU C NPOrpeccueil B ToTanbHy0 GrOPO3HYI0 NepecTpomnky
KOCTHOW TKaHU U ¢ GopmMMpoBaHMEM cabneBupHon aedpopmauuy KocTeln neson roneHn K 9,2 roga. PeHTreHorpammbl NO3BOHOYHUKa B 7,8 ropa:
Knpockonmos 6e3 oyaros pubpo3HoON Ancnnasum.
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PVICyHOK 1 (npoaon)KeHue). PeHTFeHOFpaMMbI 1N KOMMbIOTEPHbIE TOMOIPaMMbl HUXHUX KOHEYHOCTEW 1 MO3BOHOYHMKA B OVNHaMuKe.
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PucyHok 2. MPT ronoBHOro mo3sra B Tpex cpesax.

Cpe3s 1 — yTonueHune NobHbIX KocTel, obanTepaLms nobHbIX nasyx. Cpes 2 — yTonweHne No6HbIX KOCTeln, o6namTepaumns npaBoil BEPXHEUETIOCTHOMN
Masyxu Cnpasa, UCKPUB/IEHWE HOCOBbIX MEPErOPOAOK, CYXKEHME HOCOBbIX X040B. Cpe3 3 — NPONTO3 riasHbix AGA0K, 06AUTEPALNA BEPXHEUENIOCTHOM
Masyxm Cnpaea, NCKPUBIEHNE HOCOBOW NEPETrOPOAKN.

onncaHua Ciy4yas camocTosTeNnbHas xoabba Bce elle HEBO3-
MOXHa, ObpallaeT BHMMaH/e OTCYTCTBME POCTa B TeYeHue
nocnegHux 2 net. TakTnka BeieHNA Ha IaHHbIN MOMEHT BKJTIO-
YaeT NNaHOBYIO [JafibHEWLY OMNepPaTUBHYI0 KOPPEKLMIO
umetowmxca gepopmaumii. uHammka ouvaroB O HUXKHUX
KOHeyHocTel 1 AedpopmMaua NO3BOHOYHUKA NMPeLCcTaBseHbI
Ha pucyHKe 1.

Momumo gedopmaunn HOr 1 BTOPUYHbLIX Ha STOM PpoHe
M3MeHEeHWI NO3BOHOYHMKA U 3afepxKu pocTa, O] kocten
npuBena K aCMMMeTpun nnua, obnmTepaumm NpuaaTovHbIX
nasyx HOCa 1 CTeHO3Yy KaHaNloB 3pUTENbHbIX HEPBOB (puc. 2).
Ha sTom ¢oHe, no pesynbratam HegaBHEro 06CefoBaHMS,
He OTMEUEHO 3HAUVMMOrO HapyweHus GYHKLUUKU AblXaHUA
1 BOMPOC O NpOBeAeHUM onepaLnin Ha NPUAATOYHbIX Nasy-
xax Hoca (MNMNH) noka He nogHMMancA. o 3peHunio y 1eBOYKU
OTMeYaeTca pacxofslleeca COAPYKeCTBEHHOe KOCornasue,
eCcTb runepmeTponua cslaboi cTeneHyn crnpaea, ceBa —
CMELLIAHHbBIN acTUrMaTU3M 1 amBnnonust cpegHen cTeneHy;
Mo AaHHbIM ONTUYECKOWN KorepeHTHon Tomorpadun (OKT)
MUMeEeTCA YMEeHbLUEHMe TOMLWMHbI CNOA HEPBHbIX BOJIOKOH
cneBa. Tak Kak He OTMeYaeTcA MPU3HAKOB Pe3KOro Hapy-
LUEHWA OCTPOTbI 3PEHUA U KINHUYECKUX JaHHbIX 32 OCTPYIO
KOMMPECCHI0 3pUTENbHbBIX HEPBOB W/MNN KPOBOU3NMAHUA
B ouaru O[], onepatnBHOe neyeHve No NOBOAY CTEHO3a Ka-
HaNOoB 3pUTeNbHbIX HEPBOB TaKKe NOKa He MNIaHNPOBaNoCh.
MpoponxaeTca HabnoaeHre B guHamuKe. [okasatenu npo-
rpeccumn n ocnoxHeHun O] ckeneta B LeNOM B AUHAMUKE
npencTaBneHbl B Tabnuue 1. MNokasaTtenu nporpeccmm ova-
ros O[] uepena 1 NapameTPoOB OLEHKN 3PUTENIbHON QYHK-
U1K B AUHaMUKe NoapoOHO npeacTaBsieHbl B Tabnuue 2.
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loHadomponuH-He3asucuMoe npexxoespeMeHHoe

nosiogoe pazsumue Ha hoHe 3CMpoeH-ceKpemupyouux

KUCm AUYHUKO8

MepBbln 31304 3CTPOreH-CeKPETUPYIOLLEN KNCTbI NPaBo-
ro ANYHMKa B 2,5 roga HMBenupoBasnca 3a 2 mec, Nocse yero
MeHCTPyanonofobHble BblAeneHs OTMevYanucb B 2,9 rofa,
1 Janee B TEYEHUE rofa y AEBOYKM Obliia pEMMUCCUA MO 3CTPO-
reH-cekpetupyowmm kKnctam. C 4,3 go 4,9 rogat anm3opdbl
MEHCTPYaNnonof00OHbIX BbILENEHUA BO3HMKANM MPaKTUYECKM
exemecayHo. lMNpn obcnefoBaHM Ha 3TOM ¢OHe B BO3pacTe
4,5 rofjla 0TMeYasnocb YCKOpPeHne pocTa 1 NPOorpeccns KOCTHO-
ro Bo3pacTa (B 4,5 roga cooTBeTcTBOBaN 9 rogam). 1o AaHHbIM
Y3/ manoro Ta3a Ha TOT MOMEHT onpefenanacb K1cta npaso-
ro ANYHUKA, B aHanM3ax OTMeYasiCA MOBbIWEHHbIN YPOBEHb
acTpaguona (427,47 nmonb/n) Ha GpoHe JonybepTaTHbIX 3Ha-
YeHun roHagoTtponuHos (JIN— 0,216 Ea/n, ®CI — 0,66 Ea/n).
YuuTtbiBaA YacTble 3MM30A4bl IMMNEPSCTPOreHN C Nporpeccuen
KOCTHOroO BO3pacTa, Oblla MHULMUPOBAHA aHTUSCTPOreHHas
Tepanus npenapaTtom GynBecTpaHT B 103e 4 Mr/Kr/Mec, KOTo-
py'o ieBOYKa NosnyyaeTt € 4,5 roa no HacTosLlee Bpems. CTpo-
reH-ceKkpeTupyoLme KACTbI (prc. 3) ANYHMKOB NeproanYeCKn
peuVavBMpYIoT, 00YCNaBMBasa 3MU304bl MEHCTPYanononob-
HbIX BblaeneHni. Ha 3Tom poHe KOCTHbIN BO3pacT Crporpeccu-
posan ¢ 9 go 11,5 roga 3a nepebii rog Tepanuu GynBecTpaH-
TOM 1 fanee — 6e3 3HaUMMOW nporpeccun ¢ 5,7 ropa (puc. 4).
B Tabnuue 3 MOXXHO 03HAKOMUTLCA C ANHAMUKOW NOoKasaTenemn
NonoBoro passutusA. Nokasatenn pocTta B HeN HAMEPEHHO ony-
LeHbl — B JaHHOM CJlyyae Ha TeMrbl POCTa OKa3blBasv BVSA-
HVie 0COBEHHOCTU TeUEHNA HECKOJIbKMX KOMMOHEHTOB 3aborne-
BaHVIA, YTO NOAPOOHO pasbrpaeTcs HUKe.
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Tabnuua 1. QubposHaa AUCNNa3NA CKeneTa: NoKasaTesn B AMHaMUKe

MaTonornuyeckmne
Bospacr, wo, @[ yepena o v pedpopmanyna Nedopmaunsa nepenomel Onepauvu Ha HIKHUX
rogbl | Mmonb/n P KOHeuHocTel NO3BOHOYHMKA P . KOHEUYHOCTAX
KOHeuHocTel
2,5 YTrHasa noxoaka
Ouarun O[] B KOHEYHOCTAX
BbiABneHa
33 260 BbIAABNEHDI MO CLUUHTUrPaduu.
no cymHTMrpadun
YTrHasa noxoaka
BHyTpmnouarosas
pe3eKums oyaros
¢$unbpo3HoM ancnnasmu,
Moasunacb BuamMmas MpaBoi 6egpeHHO METannoocTeocnTes
4,5 521 A YTuHas noxopka Y Ap nesoi 6egpeHHom
nedbopmauus yepena KOCTW B 4 roga.
KOCTW B 3,6 roga.
MeTtannoocteocuHTe3
npaeow 6egpeHHoON
KoCTn B 4,5 roga
MCKT: HeogHOpOAHOCTb
CTPYKTYpbl KOCTeln
PYKTYP MepBble Npr3HaKn
yepena, € IoKasibHbIMU
nedopmaunn 6egpeHHbIX
YTONLEHNAMMN .
5 468 . KOCTeN No TUMy NacTywbux
oTzenbHbIX KOCTel; .
NOCOXOB, YKOpOUeHvie NpaBoi
NOMHasA 1 YacTUYHasA
HOMM Ha 3 cM
obnuTtepauua MMNH;
cyXeHwue KaHanos 3H
OcHoBHoW danaHru
2 nanbua npason
YKopoueHue npaBoi HOrm cTonbl B 5,2 roga. YpaneHwve
Ha 3 cm, fedopmauuma MpaBoin nneyeson MeTannopukcatopos
58 423 ChipkeHve 3pers OS 6epeHHbIX KOCTeil Mo Tuny KOCTW B 5,6 rofa. nesoi 6egpeHHoN
! nacTylbnX NOCOXOB. Mpason KoCTM B 5,8 roga
MpekpalyeHne 6onbLiebepLoBO (HecTabunbHOCTL
CaMOCTOATENbHOW XOAbObI KOCTW B 5,6 rofja METaSINIOKOHCTPYKLN)
(4yepe3 mecay nocne
npenblayLLero)
6.4 632 JleBoi 6epgpeHHO
! KOCTW B 6 neT
MCKT: oTp. AMHaMuKa
Mo oyaram HUXKHeln BUAMMbIE
7,2 753 yentoctu n MMH. Npu3HaKn
CHuxeHune 3peHuns OD, Kndockonmosa
OS — 6e3 avHaMuKK YKopoueHwue npaBoli Horu
Ha 3 cm ycyrybneHue
MCKT-KocBeHHble nepopmaumn 6efipeHHbIX
NPV3HaKN KOMNPEeCcun | KoCTel No TNy NacTyLubux
3pUTENbHbIX HEPBOB. NOCOXOB.
Henb3a nckniountb OTCyTCTBME CAMOCTOATENBHON ©
X
OTeK 3pUTeNbHbIX X0nb0bI <
HepBOB C 0beunx z
79 977 3
CTOpPOH. KT npu3Haku T
ranmopuTa, cbeHomanTa 2
m
cnpaBa Q
OKT: OS: nctoHueHmne S
HepBHbIX BOJIOKOH. el
©
0oCTpoTa 6e3 JUHAMUKK z
8
YKopoueHune npaBou Horn O
OKT: OS: ncroHyeHune Ha 5 cm, ycyrybneHve Ef OcteoTomusn
87 1235 HepBHbIX BOJIOKOH. nedbopmauumm 6egp. kocTein g 1 OCTEOCHHTE3 NEeBOA
! OcTpoTa 3peHuna no TNy NacTyLbUX MOCOXOB. 2 6epeHHON KOCTn
6e3 grHaMuKn OTCyTCTBME CAMOCTOATENbHON 3 B 8,6 rona
X0AbObI S
(7]
o
S
OKT: OS: cHukeHue . é‘
O HEDBHbIX YKopoueHue npaBon
9,2 1148 t P Horu Ha 3 cm OTcyTcTBMe

BONOKOH. OcTpoTa
3peHus 6e3 ANHaMUKN

CaMOCTOATENbHOW XOAbObI

CokpaueHuna: MCKT — mynbrucnupanbHasa KomnbloTepHaa Tomorpadus; 3H — 3putenbHbii Heps; MMNH — npupgatouHble nasyxu Hoca; A3H — anck
3puTenbHoro Hepea; OKT — onTuueckas korepeHTHas Tomorpadus; KN — komnblotepHas nepumetpus; RNFL — retinal nerve fiber layer, cpeHss TonwmHa
C/1051 HEPBHbIX BOJSIOKOH MO Kpalto AncKa.
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Tis 0.6

PucyHok 3. Y3 opraHoB mManoro Tasa, BbinosHeHHoe B 9,2 roaa. B npaBom AnYHUKe BU3yann3upyoTcs ABE KUCTbI; IEBbIN ANYHKK 6€3 0CO6eHHOCTEN.

Ta6nuua 3. [InHaMnKa nokasaTenei nosioBoro pa3smTus

Bospact 32 nr oC Monosoe MeHcTpyanonopo6Hbie KocTtHbin Tepanusa
JAaHHble Y3U OMT pa3sBuTune, BblfieNIeHNA HAa MOMEHT BO3pacT, no nosogy
B rogax nvono/n  Ep/n  Ep/n
Tanner o6cnepoBaHnA Bropgax nnne
Martka 30 x 19 x 30 mm, M-9XO 0,34 cm.

25 LLIM 26 mm. B INA aHaXx0reHHoe 657 054 794 OnviH ann304 He3a4oNro 5 .
aBacKynsipHoe obpasoBaHve 11 cv?’. [0 MccnefioBaHuA
1191 2 cm® ¢ donnmkynamm 3—-6 Mm
Matka 40 Mm X 12 MM X 20 MM,

33 M-3X0 0,1 mw. 1151 1,5 cm3, 1161 1,8 v 58,9 PIBII B2,5rogane29roga 6,5 -
Matka 35 MM X 20 MM X 23 MM,

45 M-3XO 0,2 mm. LLIM 24 mm. MNA: 4275 0216 066 B2 P B2,5r,2,9 net,c4,3 roga oo 9ner QyneecTpaHT
MMOKOCTb-coflepXKaLLiee 0bpa3oBaHme 4,9 rona — NpakKT. exxemecAa4yHo 4 mr/Kr/mec
5,2mn, 19 1,7 cv®
MaTtka 39 MM X 24 MM X 15 MM,

M-3X0 0,3 cw, M4 npencranen B2,5r,2,9 net,c4,3 ropgapo DynBecTpaHT
5 KMAKOCTb-COA. ABYXKaMePHbIM 282 0,216 0,66 B2P1 11,5
5 4,9 rona — NpaKT. eXkemMmecAYHo. 4 Mr/Kr/mec
obpazosaHvem 7,8 mn, J171 0,8 cm
¢ donnukynamm go 0,5 cm
MaTKa 25 MM X 19 MM X 12 MM
! B2,5r,2,9 net,c4,3 roga 1o
R 3 ST, 2, ,C4,
58 MIXO02cw A3 v c ponmakynom 69 0216 066  B2P1  49rosa— NpaKT.exeMecauHo, 15 Dyneectpant
0,8 cm. J14: 1,1 cm® ¢ menkummn 4 Mr/kr/mec
c4,9 po 5,8 roga He OTMeYanoch.
donnukynamm
Matka 43x24x15 cm, M-9XO 0,2 cm, B2,5r,2,9net,c4,3rogano P
6,4 A 3,0 cv?, ponnukynbl g Ao 0,6 cm. 88,6 0216 0,66 B2P1 4,9 rona — NpaKT. eXKemMecAaYHo, 11,5 Y P
4 mr/Kr/mec
N1 2,7 ev® ¢ ponnmkynamm go 0,7 cm B 6,1 roga ogHOKpaTHO
Martka 42x25x18 mm, M-2XO 0,2 cm.
MA NnpeacTaBneH XmMaKoCTb- B2,5,29rona, c4,3 no49rona DyNBECTOaHT

7.2 cofepaLim obpazoBaHmeM 2044 0216 0,66 B2,P2 NPaKTUYeCcKn exemMecayHo, B 6,1, 11,5 4 1)\//|r I /Ni:c
pasmepamut: 3,9x2,5x1,8 cm. J19 0,6 cm® B6,6,87,1roga
¢ donnukynamm g oo 0,6 cm
MaTKa 41x24x18 mm, M-9XO 0,2 cm.

MA npeacTaBneH XMaKoOCTb- B2,5,29rona, c4,3 no49ropa DynBecTpaHT

79 copeprKaLim obpasoBaHnemM 101,3 0,216 34 B2,P2 NPaKTUYeCKN exemMecayHo, B 6,1, 11,5 4 x“_ I /N‘t)ec
pa3mepamu: 2,1x2,0x1,9 cm.J1A 2,8 cv® B66,87,1,B7,3roga
¢ donnukynamm grametpom Ao 0,6 cm
MaTka 30x24x17 mm, M-9XO 0,3 cm.

A 9,6 cv®, onpenenseTcs XUAKOCTb- B2,5,29rona, c4,3 no49rona DynBeCTRAHT

87 cofiepkaLLiee 0bpazoBaHme 4,2 M. 427,2 0216 0,66 B2,P2 NPaKTUYeCKn exemMecayHo, B 6,1, 11,5 Y P

4 mr/Kr/mec
J1A 6,2 cm3, onpenenaeTca XuMaKoCTb- B6,6,87,1,87,3,88,1roga
cofiepkaLLiee obpasoBaHue 2,0x0,7 cm
MaTKa 4x28x16 mm, M-9XO
3
:i:;piie;zef:c'gi?‘ec M)K'a NX B2,5r,2,9 ner, c4,3 po 49 rona QynBecTpaHT

9.2 A A AepKaLly 2519 0.216 14 B2,P3 NPaKTUYECKN exxeMecayHo, B 6,1, 11,5 Y P

06pa3oBaHNA AMaMeTpom 2,5 cm 4 mr/Kr/mec

1 grametpom 1,5 cm. J1A obvem 4,1 cv,
¢ donnukynamm grametpom Ao 0,5cm

B6,6,87,1,873,88,1,887roga

CokpalyeHus: 32 — actpaguon; CK. pocta — ckopocTb pocTa; NMIMP — nepudepuueckoe npexaeBpeMeHHoe nosoBoe passutue; LM — weiika matky; MNA —
NpaBbli ANYHUK; JTA — NeBbIN ANYHUK.
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PuUcyHOK 4. PeHTreHOrpaMmbl KUCTEN PyK: AMHaMKa KOCTHOTO BO3pacTa U COCTOAHUA KOCTel NpeAnieubs n KUCTein pyk ¢ 5,8 no 9,2 roaa.

ToTtanbHaa ¢pubpo3Has NepecTporika NACTHbIX KocTel 1 danaHr nanbues, ovarn Ol n gedpopmauma KocTeln npeanneybs, NPM3HaKM Havyana CMHOCTO3a
B KOHLIEBbIX dasiaHrax npaBoi pyKu.
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CASE REPORT

lunepcekpeuyua CTI

C Hayana HabnogeHWA 6a3anbHbIV ypoBeHb CTI onpene-
nanca B npegenax 1-2 Hr/mn npu UOP-1, BapbrnpoBaBLLEM
ot 132 no 278 Hr/mn co 3HayeHuamu SDS NOP-1 o1 +1 go +3
COOTBeTCTBEHHO. NoBbiweHHasa cekpeuna CTT 6bina nog-
TBEPXKAEHa B 5 neT no pesynbratam npoObl C rOKO30M
Ha nogasneHue CTT, n ¢ 5,3 roga geBoyka nonyyaet aHanor
comMaTocTaTMHa AnnTenbHoro aenctema (okTpeotmg). Ha-
yanbHaA go3a coctaBnAna 10 mr/mec. Mpyn KOHTPONIbHOM
obcnepnoBaHum yepes 6 mec, B 5,8 roga, obpallano BHUMa-
HUe BblpaXKeHHOE CHMXEeHME TEMIMOB POCTa, ypoBeHb NDP-1
cocTaBnAn 82,7 Hr/mn, 6azanbHbli CTT 6bin 0,74 Hr/mn. [lo3a
npenapata 6bina cHxeHa go 7,5 mr/mec. Ha 3tom ¢oHe
B TeUYeHMe csiefyioLlero roga CKopocTb pocTa yiyJlimnach.
Mpu obcnefoBaHum B 7,2 roga BHOBb OTMEYanocb YMeHb-
LeHne TEeMMOB POCTa, ycyrybunace gedopmauus yepena,
otcyTcTBoBano nopasneHne CTI Ha npoGe C rOKO30M.
B cBA3M npusHakamu gekomneHcaummn no CTI-rmnepcekpe-
UMM [o3a OKTpeoTMaa 6biia BHOBb MOBbILIEHA, CHavYana —
o 10 mr/mec, a B nocnegymoulem, K 8,6 roga, no TeM e rnoka-
3aHuAM, — o 15 mr/mec. Mo gaHHbIM MPT rofioBHOro Mo3ra
B AUHAMVKe NPU3HaKOB afleHOMbI rmnodrisa He OTMeYaeTcs.

3a BeCb nepuog HabnoaeHUs Temnbl POCTa Y AEBOYKM Ba-
pbUPOBaNM: B HEKOTOPbIE Mepropl POCT Obin B Npeaesniax Hop-
Mbl, NEPUOANYECKUN TeMMbI POCTa CHXanucb fo 0,5 cv/rog,
1 ¢ 7,2 roga 3HauMmowm npubaBKu B pocTe He oTMeYaeTcs. B Ta-
6nuLe 4 NPUBOAATCA CBOAHbIE faHHbIE B AVHaMIKe BcexX dak-
TOPOB, CMNOCOGHBIX OKa3blBaTb BVAHME HA CKOPOCTb POCTa.

lamonozusa wumosudHoU Xese3bl

Mpu nepeBom obcnenoBaHny B 2,5 rofa y AeBoYKM Obin
BblIB/IeH MPaBOCTOPOHHUI MHOIOY3/10BOM 3YTUPEOUAHbIN
306. B guHamuKe ¢ 4,5 roga oTMeyanacb TeHAeHUMA K CHU-
XeHn CBOOOLHOIO TMPOKCUHA (T4CB) NPU HOPMASbHBIX
nokasatenax TTI n ceob6ogHOro TpunoaTUpoHuHa (T3cB).
B 7,8 roga 6bin yCTaHOBNEH BTOPWYHbIV TMMOTUPEO3 U UHN-
LUMUPOBaH NpuUeM JIEBOTUPOKCUHA HaTpusa. Mopdonornye-
CKNe N3MEHEHUNSA B TKaHU LUIUTOBUOHON Xene3bl, N0 AaHHbIM
Y3 B AMHamuKe, oCTaBanucb 6e3 3HaUYMMbIX U3MEHEeHUN
B TEYEHUWe BCero nepuoga HabniogeHus. B Tabnuue 5 yka-
3aHbl laHHble MOPGOPYHKLMOHANIBHOTO COCTOAHUSA LWTO-
BMAHOW Xene3bl B AHAMUKE, Ha pUCYHKe 5 — Y3-KapTuHa
LLNTOBUAHOW »ene3bl Ha MOMeHT 0bcnieqoBaHmA B 9,2 roaa.

3.7cm/1.1/29Hz

Tis 0.0
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Tunepgocpamypus

lMnepakckpeumsa ¢ocpopa cTana oTmevaTbcs ¢ 5,8 roga.
B 3Tom BO3pacTe 6bla MHULMMPOBaHa Tepanus npenapa-
Tamun pocdopa B KOMOUHAUUK C aNibdPaKkanbLUMg0NIOM, KOTO-
pylo AeBouka nonyyana B TeyeHue 2 net. B 7,8 roga B cBA3mn
C 3XO-MpU3HaKaMmn YIJIOTHEHMA YalleYHO-TOXaHOUYHOW CU-
CTeMbl 1 OMaceHUsIMU BO3MOXKHOMO Pa3BUTUA HedpoKasb-
LUMHO3a Tepanua ¢ocdopom Obinla NpUoOCTaHOBNEHa. B aun-
HamVKe ypoBeHb ¢ocdopa nporpeccrpyrolle CHUXaeTCs.
B Tabnuue 6 npeacTaBneHbl AaHHbIE MO NMokasaTtensam ¢oc-
¢dopHOro obMeHa B ANHaMUKeE.

Taxukapous

Meprioanyeckn y AeBOYKN OTMEYAeTCA TeHAeHLMA K bec-
CUMMTOMHOW TaxmKapaum 6e3 gpyrux HapyLeHuin co CTOPo-
Hbl CEpLIeYHO-COCYAUCTON CMCTeMbI. Tepanus agpeHo61oKa-
TopamMun He Ha3Hayanacb. B aguHamunKe yacToTa ceppeyHbix
coKpalleHun coctaenana: 112 ygapos B MUHYTY B BO3pacTe
2,5ropa, 90 ygapos B MuHyTY B 5,8 roga, 94-96 yaapos B Mu-
HYTYy B BO3pacTHOM UHTepBane 7,2-9,2 roaa.

Tekywjee cocmosiHue

Ha gaHHbIN MOMEHT Yy [EeBOUYKN — BbIPa’KEHHbIN KU-
dockonnos, pedopmauns GefpeHHbIX KOCTEN Mo Tumy
nacTylWbUX NOCOX0B, cabneBuaHaa gedbopmauus Kocten
NeBON roneHu, acMMMETPUA ANMHbI HUXHUX KOHEYHO-
CTell, yMepeHHana fgedbopmMauus KOCTell NMLEBOrO Yepena,
NPenMyLLEeCTBEHHO 3a CYET SIeBON NIOO6HOM KocTu. Tsaxe-
noe teyeHne O KOHEYHOCTEN MOBAUANO Ha couuanb-
HYI0 aKTMBHOCTb M KauyeCTBO XW3HM — CaMOCTOATESb-
HaA xofAbba HEBO3MOXHA, OrpaHUYeHbl CMOCOBHOCTU
K camoyxopy. O6bnutepauua ¢rnbposHbimu maccamm MMH
0o6ycnaBnMBaeT YacTble peunanBbl CUHYCUTOB C COXPaH-
HOWM CMOCOBGHOCTbIO K HOCOBOMY [AbIXaHWIO B Mepuopbl
pekoHBanecueHunn. Ouarn Of] B MO3roBol Yactu yepe-
na NpuBenu K CTEHO3Yy KaHaNoB 3puUTeNibHbIX HEPBOB, 6e3
KT- n MP-npr3HakoB KoMMNpeccuun 3puTeNnbHbIX HEPBOB,
HO CO CHVXEHNEM OCTPOTbl 3peHna S>D 1 ymeHbLeHnem
TONWKMHbI HEPBHbIX BOMOKOH MO KPato AMCKa 3pUTeNbHOro
HepBa c/ieBa.

DCTporeH-ceKpeTupyLme KNCTbl ANYHNKOB Nepuoau-
Yeckn peunanBUpPYIOT, ANA NpedynpexaeHnsa npexaespe-
MEHHOTrO 3aKpbITVA 30H POCTa Ha GOHE TMMNepP3CTPOreHnm

11L-D/SMP M 10
37cm/11/29Hz Tis 00

PucyHoK 5. Y3/ wToBMAHOM Xenesbl, BbINONHEHHOe B 9,2 roaa.

Bm3yan|/|3|/|pOBaHa npasad [onAa ¢ MHOXeCTBEHHbIMN aH3XOTreHHbIMU 06pa3OBaHI/IF|MI/I (KapTI/IHa «ronnaHackoro Cblpa») N NHTaKTHaA fieBaAd AonA.
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Ta6bnuua 4. Nokasatenn POoCTa 1 NapameTpoB., CNOCOGHbIX OKa3aTb Ha Hero BAVAHWE', B AUHAMKKe

Minep-
Minep-
n - |
okasarenu pocta docda scTporeHemma CTI-runepcekpeuus ®u6posHas aucnnasus (OAO)
TypvAa
5
g & | ¥
- g g E g
2 £ m = 3 s o x ¥
g : £ S| & | 2 Sl = m z z 53
= g r Q = = T s c a . c Z
= H (LA 5| S E H = = 5 ] = 5= s 0
Sl 8 S| Gl gl F| 3| 8| | T |E| 8 s - g8 gz
2 % o g =g 5| E a o T Y -3 E 6 d .. o % o2
2 8 8|2 8% . Elnil g 58 E |2 & = E53 $X | &8
Q| a w| U | wd a|lFElmE| | & | = (] =| O =) ceg? o= g E
25 657 5 - - 2.2 - -
33(1007 | 16 16 |82| 589 | 65| - |1327| - | - | . |Bewenewa - - -
o cumHTUrpadum
Ha neBou
MNosBunacb 6enp. KocTn
45| 112 | 172 |105| 28 | 14 |89|4275| 9 | % |omrs| 16 | - | - |BMAMen npaoi beap. |8 36 rona. -
mr/mec nedopmaums KOCTV B4 roga Ha npasoi
yepena 6enp. KocTn
B4,5roga
MCKT:
HEOAHOPOAHOCTb
CTPYKTYpbI KOCTel
5 (1145| 12 | 25 | 36 | 14 (89| 282 |15 4 |2067| 35 |1.2| 10 |uepenayronuena -
Mr/Mec Mr/MeC. | OTAENbHbBIX KOCTEN;
obnutepaums MMH;
Cy’KeHVie KaHasloB
3H
nanbLa npason
cTonbi B 5,2 net. .
. Ha neBo
4 7,5 | CH/XeHue 3peHun MPaBoi nes. 6efpeHHoON
58| 115 | 067 | 05 |-544| 1,2 |76| 69 |115 82,7 0,7 - 4 KOCTW B 5,6 neT. -
Mr/mec wmr/mec. | OS - KOCTU
npaeov 6onblue-
N B 5,8 roga
6epLoBOIi KOCTU
B 5,6 roga
4 75 neson
64| 118 | 018 | 53 |-084 | 1,3 |67 | 886 | 11,5 139,8 38 i’ 6enpeHHoI -
Mr/mec Mr/Mec.
KOCTW B 6 neT
MCKT: oTp.
IMHaMVIKa Mosiene-
4 10 O OYaram HIPKHeN HVe npu-
72112151024 | 37 | -24 | 1,2 |77]2044 11,5 234 | 06-6,7| 1,1 yenocty n MNMNH. 3HaKOB
mr/mec mr/mec.
CHuxeHne Kndpocko-
3peHna OD, OS — nno3a
6e3 ANHaMUKIN
MCKT-KocBeHHble
NpW3HaKN
KoMnpeccum o
3pUTENbHbBIX =
4 10 HepBOB, :E
7911229013 25 |-3,79 | 1,1 |71101,3| 11,5 wilvec 1777 3,1 05 e otek 3H(?) c obenx P
" | ctopoH. OKT: 2
OS: ncToHueHne E
HEPBHbIX BO/IOKOH. 5
OCTpOTa 3peHns 2
6e3 AuHaMMKIN &
<
OKT: 0S: N &
Ha neBom =
4 15 MCTOHYeHMe GeapeHHoi s
8,7 11229 |-1,15 - - 0,99 |71|4272 115 280,8 34 - HEpPBHbIX BOSIOKOH. 9]
mr/mec mr/mec KOCTW =
OcTporta 3peHna a
B 8,6 net S
6€e3 AVHaMUKK g
OKT: OS: cHuxeHune g—
4 TONLYMHBI e
921229 | 0,7 2 -5 1094 /80|2519|115 /e 1654 1,02 - HepPBHbIX BO/TOKOH.
OcTporta 3peHna
6e3 ANHaMMKIN

CoKpaueHus: 32 — sctpaguon; CK. pocta — ckopocTb pocta; MCKT— mynbtucnvpanbHas koMmnbloTepHaa Tomorpadus; 3H — 3putenbHbiin Heps; MMH —
npupaToyHble nasyxum Hoca; OKT — onTuueckas KorepeHTHas Tomorpadus, cTana JOCTYMHa K BbIMOSIHEHWIO € 7,9 neT

' Tunepactporexus, runepcekpeuna CTT n Of] KOHEYHOCTEN N MO3BOHOYHMKA — MapamMeTpbl, MOTEHLMANbHO OKasblBaloLme BAvsAHMe Ha pocT, Of] uepena
He MMeeT OTHOLUEHUA K JIMHEHOMY POCTY, HO NpuBeAeHa B Tabnuue, Tak Kak nporpeccua O[] uepena moxeT ycyrybnatbca Ha GoHe AeKomneHcaumm
no CTI-runepcekpeyumn.

2 C MOMeHTa BbIAIB/IEHWA YKOPOYEHWA NPaBOii KOHEYHOCTU POCT M3MEPASICA MO NPaBOi KOHEYHOCTH.

3Toka3zaTtenn obmeHa dpocdopa 1 Hopmbl NOAPOOHO NPeAcTaBNeHbl B Tabnuue 6.

“MNepBbin pesynbrat CTI 6bi1 0,6 HI/MA, HO yunTbIBaA NoBbiweHHbIM CTT, 6bino pelweHo NposecTn Npoby Ha nogasnexmne CTI, B xofe KOTOPOI 6a3anbHbIN
CTr 6bIn 6,7.
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Tabnuua 5. MoppodyHKLMOHANBHOE COCTOAHME LWMTOBUAHOM Xenesbl B AUHAMMKe

Mpuem
MegukameHTO3Hasn npenaparos
Tepanus o noBoAy ¢ NOTeHUaNbHbIM
$yHkumn LK adpdekTom
T3cB, Ha pyHKuuio LK
nmonb/n
(3,8-7,2)

Mokasarenn GpyHKUMN LWNTOBNAHON
»Kenesbl, CbIBOPOTKa KpoBMN

Y3U wutoBuAaHOM Xenesbl

Bospacr
ropbl TTT,
mkMe/n
(0,64-5,76)

T4cB, nmonb/n
(11,5-20,4)

06wwmi
obbem,
i

O6bemHble 06pa3oBaHNA

25

0,88

2,7

B MPaBoOW Aone rnepaxoreHHoe
0bpa3oBaHUe C YETKIM HEPOBHbIM
KOHTYpoMm 29,68x13,1x11,42 Mm,
rMNoaxoreHHble 06pa3oBaHus 8,2x2,59
1n6,15x3,41 mm

33

0,53

14,5

6,6

44

B MPaBOW f0N1e MHOXeCTBEHHble
06pa3oBaHuA ArameTpom ot 0,7cm

[0 1,7CM, C YETKUMUN KOHTYpamy,
YMePEHHO MOHUMEHHOWN 3XOreHHOCTY,
C XKMAKOCTHBIMY 30HaMU

4,5

0,49

91

6,1

45

B MpaBoW aone B B/3 pa3mepamu:
1,0x0,8x0,6 cm B B/3—cp/34 0,6cM

n gnametpom 0,5cm; B cp/3-H/3-
KOHrTIomMepar 13 fiByx 0bpazoBaHuii
pa3mepamu: 2,2x1,6x1,0 cm, Bce

C YETKVMM KOHTYPaMW, N303XOreHHbIe,
C>KMAKOCTHbIMM 30HaMW, BCe

C BblpaXKeHHOWN Nepu- 1 yMepeHHON
WHTpaHOZyNAPHON BacKynapu3aLuen.

0,98

9,5

6,73

6,0

B npasow gone B B/3 p. 1,3x0,8x0,7 cm,
C YETKMMM KOHTYPaMU N303XOreHHOE;
C XKMAKOCTHbIMY 30HamMu B B/3-cp/3- .
0,6 1 0,5 CM, CMeLLaHHOW CTPYKTYpbI,

C YETKMM KOHTYpamu; B Cp/3—H/3—p.
2,5x1,0x1,6 cm, KOHrIoMeparT u3 ABYX
06pa3oBaHWit: C YHETKUMU KOHTYpamMm,
N303XOreHHbIe C XXMAKOCTHBIMU
30Hamu; npu LK Bce obpasoBaHms

C nepwvi- U yMepeHHo
WHTpaHOAYNAPHON BacKynapusauunen.
EU-TIRADS 2

MopteepxaeH CTI-
runepcekpeuus,
Ha3HaueH
oKTpeoTna

10 mr/mec.

58

0,69

6,1

6,0

B NPaBoW OJ1e N303XOreHHble
06pa30BaHWIsA C KUAKOCTHBIMY
30HaMV, C YETKUMMU KOHTYpamm:

B B/3 — p. 1,2x0,9x0,9 cm, B cp/3-H/3
o 3afiHell NOBEePXHOCTN —
KOHrriomepartHoe, p. 2,5x1,0x0,9 cm,
TaKKe — MHOXKeCTBeHHble 0,6-0,8 cm.
EU-TIRADS 2

[lo3a okTpeotnaa
CHUKeHa Ao

7,5 Mr/mec. B cBA3n
C 3aiePXKKoM pocTa

6,4

0,73

71

B NPaBon fjone B B/3 pa3mepamu:
1,6x1,4x1,0 CM, C YETKUMU KOHTYpamu,
CMeLLaHHOW CTPYKTYpbl, B B/3-Cp/3
AvameTpom 0,6CM 1 ArameTpom

0,5 cm, 06a CMeLLaHHOW CTPYKTYpbl,

B cp/3-H/3 pa3mepamum: 2,6x1,4x1,0 cm,
C YETKMMM KOHTYPaMU, CMeLLaHHOW
cTpykTypbl. EU-TIRADS 2

7,2

1,1

109

6,4

7,7

B MpaBOW jose No BCen fone
onpefensanTCcA MHOXECTBEHHbIE
AHIXOreHHble 0bpa3oBaHnA
AvameTpom ot 0,6 cm o 1,6 cm, YacTb
M3 HUX — C TOHKUMW NEPErOPOKaMM.
EU-TIRADS 2

[lo3a okTpeoTnaa
yBenunyeH Ao

10 mr/mec. B CBA3U
C flIeKOMMNEeHcaumen
no CTI-
runepcekpeLmm

79

1,1

91

52

7,0

B NPaBoW fjone Mo BCew gone
OnNpefenanTCA MHOXECTBEHHbIE
aH3XoreHHble 06pa3oBaHMs
AvameTpom ot 0,7 cm o 1,7 cm, YacTb
13 HUX — C TOHKUMU NeperopoaKkamm.
EU-TIRADS 2

MHunummnposaHa
Tepanua
NEeBOTVPOKCMHOM
HaTpua 25 MKr/cyT

8,7

0,47

79

51

83

B MpaBOW forne No BCen fgone
onpefensaTCA MHOXECTBEHHbIE
AHIXOreHHble 0bpa3oBaHnA
AvameTpom ot 0,8 cm o 1,9 cm, yacTb
13 HUX- C TOHKMI NeperopoaKamu

JleBOTMpPOKCUH
HaTpwa 50 MKr/cyT

[lo3a okTpeoTnaa
yBefimyeHa o

15 mr/mec. B cBA3U
C leKoMneHcaumen
no CTI-
runepcekpeLmmn

9,2

0,004

10,2

6,2

89

B MPaBOW fone No BCen fone
onpeaenalTCcA MHOXECTBEHHbIe
aH3XOreHHble 0bpa3oBaHnA
AvameTpom ot 0,6 cm o 1,8 cm, YacTb
13 HUX — C TOHKMMM Neperopogkammn

JleBOTMpPOKCMH
HaTpuA 75 MKr/cyT
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KNUHUYECKIMI CNYYAW

Ta6bnuua 6. luHammka napameTpoB obmeHa pochopa 1 neueHms runopocpatemmun

Mpenapar pocpopa, mr/kr/cyT

e Sk e ISR el
A (+anbdakanbumpon 0,25 mMKr/cyT)
1,6
(1,10-1,95)2 13
3 (1,25-2,10)% 82 (1,15-2,44)8 6es3 Tepanun
(0,81-1,94)°
1,4
(1,00-1,80) 1,27
4> (1,30-1,75)* 89 (1,15-2,44)5 6e3 Tepanumn
(0,81-1,94)°
1,4
(1,00-1,80)% 1,18
> (1,30-1,75)* 89 (1,15-2,44)5 6e3 Tepanum
(0,81-1,94)°
1,2
(1,00-1,80)* 0,88
>8 (1,30-1,75)* 76 (1,15-2,44) 35 mr/Kr/cyT
(0,81-1,94)°
1,3
(1,00-1,80) 0,87
64 (1,30-1,75)" 67 (1.15-2,44)° 25 mr/Kr/cyT
(0,81-1,94)°
1.2
(1,00-1,80)° 0,65
72 (1,20-1,80)* 77 (1,22-1,6)5 25 mr/kr/cyT ABYCTOpOHHee ynnoTHeHune YJ1C
(0,81-1,94)°
11
(1,00-1,80)° 0,84
79 (1,20-1,80)* 7 (1,22-1,6) OTMeHa Tepanuu ABycTOpOoHHee ynnoTtHeHne YJ1C
(0,81-1,94)°
0,99
(1,00-1,80)° 0,84
87 (1,20-1,80)* 71 (1,22-1,6) 6e3 Tepanuu
(0,81-1,94)°
o He3HaynTenbHoe 2-CTOPOHHee
(1,00-1,80)3 0,75 Pe
92 (1,20-1,80)* 80 (1,22-1,6)° YNIOTHEHME BHYTPEHHEI CTPYKTYpbI
(0:81 -1 :94)5 ' ' 06eunx novek

'9%TRP — Tubular reabsoption of phosphate, gons peabcop6umu pocdaTtos U3 noyeuHoro unbTparta, Hopma 85-95%.

“TmP/GFR — Tubular maximal reabsoption rate of phosphate to GFR, MakcuManbHbI ypoBeHb TybynapHoi peabcopbumnm dpocdatos K CKO.
3IpaHuubl pedepeHcHbIX 3HaYeHn pocdopa ¢ yueTom nona, Bospacta no Soldin SJ et all, 1997 [31].

“TpaHunubl pedepeHcHbIX 3HaueHnin dochopa ¢ yueTom nona n Bospacta no Lockitch G. Et al [33].

5 IpaHuLbl pedepeHcHbIX 3HaYeHn pocdopa ¢ yueTom nona, Bospacta no Soldin SJ et all, 1999 [32].

®HopmanbHble 3HaveHusa ana TmP/GFR ¢ yuetom nona v BospacTta no Payne R.P, 1998 [34].

7 [lo3a Ha3HayeHa C yYeTOM peKkoMeHAyeMbIX HauasbHbIX 03 Tepanuu [12] u ¢ yueTom copepkaHusa Gocdopa B NprMeHseMOM Npenapate, rae Ha

3 Kancynbl npenapara npuxoanTca 450 mr pocdopa.

npofomKkaeTca  NieyeHne  ¢ynBecTpaHToM B fo3e
4 mr/kr/mec. OTMeHa Tepanuu nnaHUpyeTcAa nocne Ao-
CTUXKEeHUA nacrnopTHoro Bo3pacta 11-12 net (c yyeTom
KOCTHOro Bo3pacTa). Mo nosogy CTI-runepcekpeunn npo-
BOAUTCA Tepanua aHajoromM COMAaTOCTaTMHA, [03a Kop-
pekTupyetca no ypoHio CTI u UOP n B HacToAwee Bpe-
mMA coctasnaet 15 mr/mec. JleueHne CTI-runepcekpeuun
MOXWU3HEHHOe, OTMEHA Tepanuu 4peBaTa ycyrybneHviem
nporpeccmun ¢pubposHon ancnnasum yepena [10]. MHoro-
y3/10BOV 306 C yMepeHHbIM NpeBbILeHeM HOPMbl 06LLero
o6bema WUTOBUAHON Xene3bl 1 6e3 oTpuLaTeNbHOWM ANHA-
MUKW 3XO-XapaKTEPUCTMK Y3/1I0BbIX 0OPAa30BaHM NoKa no-
3BONIAET MPUAEPXKUBATLCA HabnogaTenbHOM TakTMKK. u-
nodocdateMma NoCTeNEHHO HapacTaeT. Taxnkapamsa HOCUT
YMEpEHHbIV XapaKTep 1 B HacTosllee BpemMs He Tpebyet
Ha3HauyeHus 6eTa-6nokaTopoB. MpononxaeTca AgMHamuye-
cKoe HabnogeHue.

OBCYXAEHUE

Manndectauua cnHgpoma MOB B nepBble rofbl »Ku3-
HN — HepepkKasa Ans 3Toro 3abonesaHus cutyauus. KnuHu-
yeckune NPOABNEHNA NPU POXAEHUM N B NepBble MecAlbl
M3HU OMUCaHbl ANA NATEH LBeTa Kode-C-MOIOKOM, Heo-
HaTafIbHOrO XOJIeCTa3a, TUPEOTOKCUKO3a, runepdyHKUUn
dbeTanbHOM KOpbl HAAMOYEYHMKOB ¢ pa3Butmem AKTI-He3a-
BMCMMOTO rMNepKopTULN3MA, NPeKaeBPeMeHHOro NosioBo-
ro passutus 1 ¢pubposHom gucnnasum [8, 11-13]. B Hawem
cflyyae Ha NepBOM rofy »KM3HW y OeBOYKM, CKopee BCero,
yXe VMMeNnUCb KOMMOHEHTbl CMHAPOMA, XOTA KAMHUYECKU
APKUM NPr3HAKOM, BbIABUBLLUM 3a6051eBaHUe, CTana runep-
bYHKUMA AMYHKMKA, CMTPOBOLMPOBABLIAA MEHCTPYanonofo6-
Hble BblgeneHuna 1 Tenapxe B 2,5 roga. imeswmeca go storo
NPOABEHNA OXUAAEMO He NpuBeKkanu K cebe BHYMaHMSA:
HapyLUeHVe NoxodKn y pebeHKa NepBbIX JIET XKN3HU MOXET
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ObITb CBA3AHO C UenbiM pAfom 6onee pacnpoCcTpaHEHHbIX
opToneanyeckmx npobnem AeTCKOro BO3pacTa, a NATHa LBe-
Ta KOde-C-MOJIOKOM BCTPEYaloTCA cpean 340pPOBbIX AeTel
N pacLeHUBaOTCA Kak 3HauyMMble, Kak MpaBuio, Npu BbiAB-
NeHNN JpPYyrnx NaTOrHOMOHUYHbBIX MPU3HAKOB CUHAPOMasb-
HOW naTonoruu. 3anofo3puTb Xe Yy pebeHKa nepBbiX NeT
XM3HW MHOroy3noBol 306 npu 3yTnpeose N HebOsbLIOM
obbeme LWNTOBUHOW Xene3bl 6bIno Obl elle CNoXKHee.

Takum 06pa3om, y JEBOUYKM OCHOBAHMEM s MOCTAHOB-
Ku pgumarHosa cungpom COB ctano couetaHne nepudepu-
YeCcKoro NpexaeBpPemMeHHOro NoaoBOro pasBUTUA U NATEH
uBeTa Kode-c-MOJIOKOM, TOFAa Kak MMeBLUMECA B TO BPeMms
apyrue KomnoHeHTbl — Ol 1 MHOroy310BOW NPaBOCTOPOH-
HUIN 306 — ObINW NOATBEPXKAEHDI MO Pe3y/ibTaTam NepBOro
CKPUHWMHIA Ha BO3MOXHble NposAB/ieHns 3aboneBaHus.

MNocne ycTaHOBNEHNA AmMarHosa AeBoYKe CTanio NPOBO-
ONTbCA perynsapHoe o6cCeloBaHNe HAa BCE KOMMOHEHTHI
no anroputmy obcnefoBaHuaA, pa3paboTaHHOMY C YYeToM
3apyOeXHbIX peKoMeHZauni Mo AWArHOCTVKE U BeAEHUIO
cuHgpoma MOB, pesynbtaTtoB CO6CTBEHHOrO OMbiTa Befe-
HUA JeTen ¢ 3Tm 3aboneBaHMEM U C YY4ETOM NHAUBMAYATb-
HbIX 0cobeHHOCTeln faHHoro cnydas [6, 14, 15]. CKPUHUHT
BK/toYaeT nccnegoBaHue O[], SHOOKPUHHBIX rnepdyHKLMNA
N HESHOOKPWHHBIX NPOABAEHUN.

Ona guarHoctnkn O moryT ncnonb3oBaTbCA pasnuny-
Hble BU3yanu3upyowme Metoabl B 3aBUCUMOCTU OT Lenen
uccnepoBaHus. OcTeoraMMacUUHTUIPaduUa MpUMeEHsEeTCA
andA oueHkun Hannuma O] B cnyyasx, Korga AmMarHo3 yCTaHOB-
JIeH Mo ApPYrum KOMMOHEHTaM U HeM3BECTHO, BOBNIeYEHa v
KOCTHaA TKaHb B MAaTONOMMYeCKNn NpoLecc nnun Het. Takxe
3TOT METOf, MOXeT ObITb UCMONb30BaH, korga Of] BbisiBneHa
B OQHOWN-HECKONbKUX KOCTAX C MOMOLLbIO APYrMX METOLOB
NccnenoBaHUs U HEOOXOAUMO OLEHUTb Hanuumre npoLecca
B OPYIMX KOCTAX CKeneTa (Kak 3To 6b110 B ONKCbIBAEMOM CJ1y-
yae). XoTs ocTeOraMmacUHTArpadursa yCnewHo onpeaenser
BCE 0Yary noBbILIEHHOO HaKoMeHus pagnodapmMnpenapa-
Ta, AaBas NpeACTaB/eHne 0 PacnpoCTPaHEHHOCTU NpoLiecca
®[1, B HacTOSALLEE BpeMSA B CBOEN MPAKTMKE Mbl BCe 6osblue
NCNONb3yeMm ero, CKopee, A NOATBEPKAEHNA/NCKIIOYEHMA
O, yem OnNA OLEHKN PacnNpPOCTPaHEeHHOCTM npoLecca y na-
LUMEHTOB C YCTaHOBMeHHON paHee OfI, n npyMmeHAem 3TOT
MeTOA Y AeTen No JOCTUKEHUU MK BO3pacTa 5-6 net npu
OTCYTCTBUM JaHHbIX 3a oyaru Of] K sToMy BO3pacTy no apy-
rMmMm MeTofam mccnefoBaHuA. Mbl NPULLK K TaKOW TaKTUKe
Mo HECKONMbKUM npuynHam. Bo-nepBbix, ocTeorammacuyiH-
TUrpadua AEMOHCTPUPYET TOKaNM3aLmMio 04aroB, HO He AaeT
npepcTaBneHns 06 Ux KIMHUYECKOW 3HAYMMOCTV, @ 3HAUUT,
YTO MOCJIE BbISIBNIEHMS 0YaroB B GQYHKLMOHANbHO 3HAUMMBbIX
obnacTax (B nepByto ouepeb Yeper, MO3BOHOYHMK, HUXKHUE
KOHEUYHOCTM) BO3HNKHET HEOHXOAMMOCTb NPOBECTM AOMON-
HUTesIbHOeE JlyyeBOe 006CeloBaHKe, NPY TOM YTO CaM MeTof
yKe HeceT NlyyeBylo Harpy3sKy. Bo-BTopbix, nosyyeHvie oTpu-
LaTeNlbHOro pesynbTaTa B NepBble rofbl XXM3HU He JacT OcC-
HoBaHUA NckNounTb O] Kak BEPOATHLIN KOMMOHEHT, TaK Kak
ovaru O] moryT noABNATLCA OTCPOYEHHO, K 5-6 rogam [16].
MNepcnekTMBHOM anbTepHaTUBOW OCTeOraMMacUMHTUIpa-
dun moxet 6bITb MPT Bcero Tena — metop 6e3 nyyeson
Harpy3ku 1 no3onsAwLmin oueHUTs odarn O] ¢ mopdono-
rMYeckon, a He GYHKLMOHaNbHOW TOUKM 3peHns. Ho B nio-
6om cnyuyae oblyee ncciefoBaHNe BCEro CKeneta ans pe-
LweHuA Bonpoca o Hannuun/otcytctemm Of] pekomeHgyeTca
npoBoauTb nocse 5-6 net [16]. NMoatomy, ecnu 6bl feBOYKa
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13 OMKMCbIBAEMOrO HaMu Cllyyas ronana Ha obcsiefioBaHve
BMNepBble cenyac, B Bo3pacTe 2,5 roga, TO TakTMKa Mo Aua-
rHoctnke O[] HemHoro 6bl oTnMyanack. B nepeyio ouepenb
6b110 6bl MPOBEIEHO UCCNIEROBAHME YIPOXKAEMBIX MO Mepe-
NoOMaM KOCTeW CKeneTa, rge Hanmume unm oTCyTCTBUE Ova-
roB O] MOXeT NOBNMATb Ha TaKTUKY BEAEHMA: HUKHME KO-
HEYHOCTW, NMO3BOHOYHMK 1 yepen. ccnegoBaHme KocTen
Ta3a, HVXKHMX KOHEYHOCTEM M MO3BOHOYHMKA NpoBenu Obl
C NMOMOLLbIO PeHTreHorpaduy B NPAMON NPoeKunn, Toraa
kak MPT ronoBHoro mosra (nog HapKko3om € y4eToM BO3pac-
Ta) WM MyNbTMCNMPANbHAA KOMMblOTEPHaA Tomorpadus
(MCKT) uepena 6bin1v 66l MpoBefeHbl TONbKO B Cllyyae BU-
OMMbIX Aedopmaunii Yyepena, U/vnm AaHHbIX 3a NaToONIOrMio
3peHus N/unu cnyxa, u/vnm nogo3peHre Ha obnuTepauuto
MMH no anobam 1 pe3ynbTaTaMm OCMOTPa COOTBETCTBY!O-
WMX CNeumanmcToB.

OnAa oueHkm ouaroB O] yepena B mocnegHee Bpems
Mbl CTanu vawe npumeHATb MPT ronoBHOro mosra: no 371o-
My MEeTOAYy MOXHO onpeaenutb npucytcTeue ovaros Of,
BOBJIEYEHHOCTb B MAaTONOrMYeCKMi NpoLecc KaHanoB 3pu-
TeNbHbIX HEPBOB, C/TYXOBbIX KaHA/IOB U KOCTEN BHYTPEHHEro
N CpefHero yxa, OoLeH/NTb KOMMPEeCCUIo 3pUTesibHbIX HEPBOB,
Hanvmuve apeHombl runodmsa npu CTl-runepcekpeunn.
MP-aHrnorpadus TakxKe MOXET NMeTb 6OMbLUOe 3HaUYeHne
B cnyyaax O[] yepena Agna CBOEBPEMEHHOrO BblABIEHUA
aHomanuii cocynoB Ha ¢oHe B[, yrpoxatoLwuyx no passu-
Tuio KposousnuaAaHui [17]. MCKT, ¢ opyron CTOPOHbI, yxe
JeTanbHO OMMCbIBaeT JIOKanM3aumi U pPacnpoCTpaHeH-
HocTb ouaros O] n HeobxogMMa B Cllyyae peLleHus Bonpo-
ca 06 onepaTVIBHOM BMeLLaTeNbCTBE Ha KOCTAX JILEBOrO
UM MO3roBoro Yepena. Bonpoc 06 onepaTtnBHOM neyeHun
paccmaTpmMBaeTCA YenioCTHO-INLEBbIMA /WU HENpPOXK-
pypramv npy 3HaYMMbIX HapyLeHnaX GYHKUMA HOCOBOO
LbIXaHWs, cnyxa, OCTPbIX U/Un H6bICTPO NPOrPeCcCcpyoLLNX
HapyLleHNAX 3peHns Ha GOoHe KOMMpeccuy KaHanoB 3pu-
TeSIbHbIX HEPBOB, HbICTPO NPOrpeccur o4aros ¢ Gopmrpo-
BaHMEM coLManibHO Henpuemsiembix aedbopmannii, ocTpbIX
COCTOAHNI NP KPOBOM3NUAHUSX Ha doHe O [18, 19].

MMnepdyHKUMsA roOHag — 4acTbll NMPU3HaK CUHOPOMA
MOBb [6, 14]. Y peBoyeKk OHa NPOABNAETCA NEPUOANYECKAM
BO3HVMKHOBEHMEM 3CTPOreH-CeKPETUPYIOWMX KUCT AWNYHW-
KOB, NPOBOLMPYIOLLMX 3NN304bl BblAeNEeHN 13 MOOBbIX My-
Tel 1 YBENIMYEHUS MOJIOYHBIX >Kefe3 C 00paTHbIM Pa3BUTUEM
[6, 14]. KucTtbl, Kak NpaBuio, HUBEMPYIOTCA CaMOCTOATENb-
HO B TeYeHue HeCKOSIbKUX Hepenb. Noka ecTb KUCTa ANYHN-
Ka — MOBbIWEH YPOBEHb 3CTPOreHOB M eCTb NPOABNEHUA
MONOBOro Pa3BUTMA, Kak TONbKO KNCTa HMBENMpOBanacb —
Npu3HaKM NOJIOBOrO Pa3BUTMA TakXKe CXofAT Ha HeT. Takoe
BOJIHOOOpPa3HOe TeuyeHue MpPeXAeBPEMEHHOIO MOJI0BOIO
pa3BUTVA — XapaKTepHasa 0CO6eHHOCTb cmHgpoma MOB, Ko-
TOpas OTMeYasnacb 1 B ONMCbIBaEMOM HamMu criyyae. Npu Bbl-
ABNEHUN NePBOro 3Nn304a 3CTPOreH-CEKPETUPYIOLLEN KUCTbI
ANYHUKA B 2,5 roga 6bisia BbibpaHa HabnogaTenibHas TakTUKa,
TaK KaK OCTaBaNloCb HEV3BECTHbIM, OyZlyT M OTMEYaTbCA y fie-
BOYKM YacTble peLmarBbl KUCT B Byayliem, uto notpebosano
6bl HA3HAYEHUA AaHTUSCTPOTrEHHON TEPANUU, UNU >Ke SNN30pbl
rMNepaCcTporeHny 6yayT BO3HMKaTb AOCTAaTOYHO PefKo, UTo-
6bl He METb KITMHMYECKOTo 3HauyeHus (TO eCTb He OKa3blBaTb
3HAYMMOTO BAMAHUA HA TEMMbl NPOrPeCcCUn KOCTHOTO BO3-
[pacTa 1 KOHeYHbIN pocT). Yke K 4,5 rofa cTano o4eBUAHO, YTO
rMnepdyHKUMA ANYHMKOB HOCUT aKTVBHBIV XapakTtep, 06y-
CnaBnMBas YacTble 3N130A4bl MOBbILEHNA 3CTPaamMona Kposu
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1 NPOrpeccuio KOCTHOro BO3pacTa Ha 3Tom ¢oHe. Takoe ak-
TVBHOE TeueHue nepudepryeckoro MPeXAeBPEMEHHOMO
nonosoro pa3sutus (NMMP) — c nporpeccupyowmm onepe-
»KEHVEM KOCTHOrO BO3pacTa Ha ¢poHe yacTbix 3MM3040B -
NnepaCcTPOreHeMUN — sIBMIIOCh MNOKa3aHMeM A/ HazHaYeHus
aHTMaCTporeHHom Tepanuu. [15]. K coxaneHuto, oTcyTcTByeT
TapreTHaa Tepanus, KoTopas npefotBpatuna Obl nosene-
HMe SCTPOreH-CEKPETUPYIOLMX KUCT, HO €CTb BO3MOXXHOCTb
1 fake BbIOOP MaTOreHeTUYEeCKOro fIeYeHus C LieSiblo TOPMO-
»KEHVA TEMIMOB NPOrPeccyt KOCTHOTO BO3PACTa 1 YNyyLlIeHs
KOHEYHOro pocTa.

B apceHane aHTM3CTpOreHHoOW Tepanunu, NpUMeHAemMon
npu cuHgpome MODB y geBouek, B HacTosALee BpeMsa MOX-
HO BblAenvTb ABe Tpynnbl npenapaTos: 6nokaTtopbl 6uo-
CUHTe3a 3CTporeHa (MHrMGUTOPbI apomMaTtasbl — JIETPO30/1)
M aHTAarOHUCTbl 3CTPOreHOBbLIX peLenTopoB (dynBecTpaHT,
TamoKkcmoeH). Peluas Bonpoc 06 aHTUSCTPOreHHoW Tepa-
MK, Mbl OPUEHTMPOBANIUCD HA JOCTYMHbIE HA TOT MOMEHT
pe3ynbraTbl ONyO/IMKOBAHHbIX 3apyOeXKHbIX NcCiefoBaHNI.
Ha mMOMeHT Ha3HauyeHus neyeHus 66110 JOCTYNHO GonbLue
JaHHbIX 06 3¢PeKTNBHOCTN 1 He30MacHOCTU NPYIMEHEHNA
¢dynBectpaHTa. Mo netposony 6biNM AaHHble KCCNenoBa-
Hus ot 2007 r., npoBegeHHble Collins M.T. et al. (National
Institutes of Health, NIH, CLLIA), cornacHo KoTopomy Ha poHe
nleyeHmA ynyJLanca pocToBOW MPOrHO3, HO, C APYrom CTOpo-
Hbl, ObIIN CJlyYan yBeNMYeHNs B 06bemMe ANYHUKOB U OfMWH
Crlyyal nepekpyTa KICTbl Ha GOHe npuema npenapata (n=9,
CpefHni BO3pacT Ha MOMEHT Havana Tepanuu 3-8 net, npo-
OOMKNTENbHOCTb Tepanun 12-36 mec.) [20]. TamokcudeH
ABNAETCA HEMOJIHBIM aHTAarOHUCTOM 3CTPOreHOBbLIX peLen-
TOpOB — 6MOKUPYeT 3bPeKTbl SICTPOreHOB Ha XOHAPOLUTHI
1 MOJIOYHbIE >Kefle3bl, HO onocpeayeT Ux AeNCTBME Ha SHAO-
meTpun [21]. MprnmeHeHmne ero npu cuHgpome MOB nokasa-
1o 3¢PeKTBHOCTbL B BUE TOPMOXKEHUA NPOrpPeccnn KocT-
HOro BO3PacTa, HO, C APYroi CTOPOHDI, JIEYEHNE UM [OMKHO
NPOBOANTLCSA C OCTOPOXKHOCTBIO BBUAY PUCKaA rMnepniasmm
N nepepoxgeHusa sHaometpus [22, 23]. Mo dynsecTpaHTy
B 2012 r. 66110 ony65MKoBaHO nccnenoBaHne 30 LEBOYEK,
noJiyyaBLINX Tepanuio B go3e 4 Mr/Kr/mec B TeueHue rofa,
Mo pe3ysibTaTamM KOTOPOro OTMEYanoch 3HAUMMOE CHIIXKEHNE
TEMMOB MPOrpeccMm KOCTHOrO BO3pacTa Mpu OTCYTCTBUM
cepbe3HbIx N060YHbIX 3ddekToB [24]. Vicxoaa n3 3Trx AaH-
HbIX, 17 AEBOYKM Obla BbibpaHa Tepanus GpynBecTpaHTOM.
B HacToALlee BpemA Mbl pacrnonaraem pesynbratamu 6onee
ONUTENIbHOTO UccneaoBaHus 3GpPeKTUBHOCTY 1 6e3onacHo-
T netposona npu cuHapome MODB (npoBefeHHOe Takxe
NIH, CLLA), koTopoe no3BonseT pekoMeHAoBaTb 3TOT Npe-
napat npu MHULMALUN aHTUICTPOreHHOW Tepanun no no-
sogy nMMP Ha ¢oHe cungpoma MOB. UccnenosaHuve 6bino
ony6nukoBaHo B 2016 I. 1 OEeMOHCTPUPOBANO BbICOKYHO
3$dEKTUBHOCTL NIeTpo3o/a B MyiaHe GNOKMPOBaHWA MpPo-
rpeccum KOCTHOro Bo3pacta 6e3 oTMeueHHbIX MOOOYHbIX
3¢bdeKTOB 1 6e3 N3MEHEHUI MO pa3Mepam MaTKn 1 obbemy
ANYHMKOB (N=28, cpefHUI BO3pacT HAa MOMEHT Hayasa Tepa-
numn 4,6+1,7, cpepHAa AnUTenbHOCTb Tepanuu 4,1+2,6 roaa).
Hun ognH 13 npenapaTtoB cpean NOKas3aHUM K NPUMEHEHMIo
He nmeeT anarHo3a nlllP, B cBA3M C yeM Ha3Ha4vyeHne neve-
HUA BO3MOKHO TOJIbKO PeLleHneM KOHCUmyma/BpayebHom
KOMMCCUU C yYacTUEM SKCNepTOB defepasibHOro YpoBHS.

OueHrBasi 3HEKTUBHOCTb aAHTUICTPOrEeHHOW Tepa-
nuun npu cnHgpome MOB, HegOCTaTOYHO MonaraTbCA NMLLb
Ha Temrbl MPOrpPeccumn KOCTHOMO BO3PAcTa, Tak Kak BO3MOX-
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KNUHUYECKIMI CNYYAW

HbIM BapuaHToM TeyeHus NP moxeT 6bITb fonruii nepu-
Of OTCYTCTBMA 3MM30[0B rmnepscTporeHnn. B atom cnyuvae
TOPMOXKEHVE MPOrpeccM KOCTHOro Bo3pacTa M MOnoBOro
pa3Butus OyaeT 00ycnoBrieHO He 3GPeKTUBHOCTBIO Neve-
HWA, @ AINTENbHBIM NepuoaoM pemuccumn. Ha npotakeHnn
BCeX 7 neT HabnogeHns JeBOYKe MPOBOAUIIOCh PErynapHoe
Y31 opraHoB Manoro Tasa C OLeHKOW YPOBHSA 3CTPaamona,
MVHVMMYM pa3 B nonrofa. 3a 3T0T Nepuog 3CTPOoreH-cekpe-
TUPYOLWME KACTbl AVMYHNKOB BbIABAANNCH PEryNApHO, Toraa
KakK KOCTHbI/ BO3pacT nepecTan NporpeccnpoBaTtb yepes
rof nocsie Hayana tTepanuu (CM. puc. 4), YTo Mbl paccmaTpu-
BaeM KaK [oKa3aTeNibcTBO 3¢ deKTMBHOCTM Tepanum dyrnse-
CTpaHTOM.

OnHamnuyeckoe Y3M manoro Tasa Ba)KHO He TOJSIbKO
ONA [eBOYEK, MONyYaloLWmMxX aHTUICTPOreHHy0 Tepanuio,
HO 1 ana geten 6e3 neyeHunsa nlrP. Bo-nepBbix, anv3oabl rv-
Nep3CTPOreHNy MOryT He COMPOBOXKAATLCA APKUMMU MPOAB-
NEHNAMU, KOTAA He3HAUMTeNIbHOE HamnpsXKeHe MOJIOUYHbIX
Xenes 1 6enoBatble BblAeNeHNsA U3 MOJIOBbIX MyTel NPOXo-
AT He3aMeyeHHbIMU. B 3Tux criyyaax nnaHoBoe perynapHoe
Y3/ BbISBUT CyOKNMHUYECKME 3CTPOreH-CeKpeTupyioLime
KUCTbI, M NOC/IEAYIOWNIA aHaNU3 cCepum Takux NCCiefoBaHnn
JacT 06beKTUBHOE MOHMMaHKe akTUBHOCTU TeueHus nllMP.
Bo-BTOpbIX, aHaNMN3 BCEX C/TyYaeB KUCT ANYHNKOB B AUHaMK-
Ke MMeeT 3HayeHne Npu onpegeneHnm nokasaHum K uuct/
oBapuakTomun. Knctol npu cuHgpome MOB, Kak npasuino,
ObICTPO HVBENVPYIOTCA, HO eCTb C/lyyan UX AJITESIbHOM
nepcmcTeHuuu; perynapHoe Y3/ no3sonaer oTAnYnTbL Op-
raHM30BaBLUMECA KUCTbl C HM3KMM LIAHCOM CaMOCTOATENb-
HOrO HMBENMPOBAHNA OT MOBTOPHbIX SNMU3040B HOBbIX KUCT
U pewmnTb BOMPOC O HEOOXOAUMOCTU LUCTIKTOMUU. B 3a-
BMCMMOCTW OT pacnpeesnieHna MyTaHTHbIX anfienen KUCTbl
MOTYT BO3HMKaTb B O4HOM 60 B 060X ANYHUKaX; NP JO-
Ka3aHHOM OJJHOCTOPOHHEM XapakTepe rnunepdyHKLMN ecTb
BO3MOKHOCTb NMPOBECTV OBAPUIKTOMUIO, YTO MOXKET NMETb
3HauyeHVe 41 XKEHLLWH, Y KOTOPbIX aKTUBHaA runepdyHKUus
roHabl HapyLLaeT OBYNALMIO N NPEeNATCTBYET 3auaTuio [25].
Moka3aTenbHO, YTO B OMMUCbIBaEMOM CJlyyae Gonee pefkoe
nposegeHue Y3 morno 6bl NpUBECTU K JIOXKHOMY 3aKJlio-
YyeHuo 06 OLHOCTOPOHHEM XapaKTepe npotecca: 6osbLyo
YacTb 3MNU30J0B KUCTbl BbIABAAAUCL B OCHOBHOM B Mpa-
BOM AWYHMKE, OfHAKO OAWH CNlyyall ABYCTOPOHHUX KUCT
B 7,9 roga onpoBepr BEPOATHOCTb OAHOCTOPOHHEN runep-
bYHKUUM rOHAZ Y IEBOYKM.

MaTonormna wmToBMAHOW Xenesbl npu cmHgpome MOB
MOXeT MPOABAATLCA MHOTFOY3/10BbIM 3060M W/Unu TUPeo-
TOKCMKO30M. Y [1€BOYKM MHOrOY3/10BOW 300 onpeaenssncs
yXe ¢ 2,5 roga *un3Hu, Ho GpYHKLIMOHANIbHAA aKTUBHOCTb LUK-
TOBUZHOW Xene3bl HUKOrAa He Gbina nosbiweHa. HanpoTtus,
4,5 rogay feBoYK/ OTMEYaeTCA CHMUXEHHbIN T4CB Npu HOP-
MaJibHOM ypoBHe T3cB 1 HM3KoM ypoBHe TTI, yto 6osnbLie
COOTBETCTBYET BTOPUYHOMY TMNOTUPE03y. MOXHO Obio 6Obl
npegnosnaratb, YTO OH Pa3BWCA Ha GOHe Npuema aHasnora
COMATOCTaTMHA, HO BCE e U3MEeHeHMA B TUPEOUAHOM Mpo-
¢dune ctann oTmMeuyaTbCsa elle [0 Ha3HAYeHVA OKTpeoTuaa
(tabn. 6). BoamoxHo, gedopmauus runodusa Ha GoHe Pu-
6pPO3HON ANCMIA3MU MOra NPUBECTU K GYHKLMOHANIbHOM
He[OCTaTOYHOCTU TMPEOTPODOB, XOTA ONMCAHMI NOJOOHO-
O OCJIOXKHEHMA CPeAU OnybIMKOBAHHbIX CllyYaeB CMHAPOMA
MOB HaigeHo He 6bino. Dxorpaduryeckne N3MeHEHUs Wn-
TOBUAHOW Xene3bl Npu cnHapome MOB pa3Hoo6pasHbl, Kak
npasuno, LOOPOKAYECTBEHHDI, HO MOTYT UMETb TEHAEHLMIO
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CASE REPORT

K Mporpeccupylowemy yBeiMYeHMIO B AuHamuke. Y fe-
BOYK/ MHOXECTBEHHbIE KMCTO3Hble 0Opa3oBaHWA MNpuBe-
nm K GoOpMUPOBaHUIO XapakTepHon ana cuHgpoma MOB
3X0-KapTWHbI «rONNaHACKOro cbipa» (cM. puc. 5). C MomMeHTa
UX BbIIBNIEHUA He OTMeYanocCb 3HAYMMOWN OTpULATENIbHOWN
OVHAMWKN HU NO pasMepam, HU MO IXO-XapaKTepucTukam
06pa3oBaHniA, B CBA3M C YeM MPOAJOKAETCA HabnogeHue
3a MOPPODYHKLMOHANBHBIMU MapamMeTpaMmn LUTOBUAHON
Xernesbl B AUHaMUKeE.

Ha mMomeHT nepBoro nccnegoBaHusi B 2,5 roga 6biin
yctaHoBnieHbl MMMP, mMHoroysnoso 306 u OA. Opyrue
KOMMOHEHTbI 3ab0fieBaHUA OblLIM BbIsIBNIEHbI NO3fHee, of-
HaKo BO3PacT UX AMArHOCTVKM Heobs3aTeslbHO COBMAfaeT
C BO3pacToM MaHudecTaunm 3TUX KOMMOHEHTOB. AHanu-
3Upys faHHble NMepBOro obcnefoBaHNA, MOXKHO 06paTUTbL
BHUMaHMe Ha 6a3anbHbil ypoBeHb CTI, cOOTBETCTBOBaB-
wnn 2,2 Hr/mn. Takoe 3HaueHune He ucknoyaet, yto CTl-ru-
nepcekpeuma yxe oTMeyanacb B TOT MOMEHT, HO, C ApYyromn
CTOPOHbI, 1 YTBEPXAaTb 3TOr0 Henb3s, He NMeA pe3ynbTa-
ToB CTI-CynpeccMBHOro Tecta U yunTbiBasd BO3MOXKHOCTb
MOBbILLIEHHOW CEKPeLmn FOpMOHa pocTa Ha ¢poHe oTMeuaBs-
LWenca B TOT Nepuog runepactporeHemun [26, 27]. Ceoes-
pemeHHoe BbiABneHne CTI-runepcekpeuun npu cMHapome
MOB umeeT 0cO6EHHO BaXXHOE 3HAUYeHUe B CJlyyasix, Korga
ectb ovarn QO[] B yepene: OTCyTCTBME paHHEro HasHauve-
HUA neyeHusa no nosogy CTI-runepcekpeuun NpUBOAUT
K nporpeccnpoBaHuio O[] yepena ¢ pa3sutrem QyHKLMUO-
HasbHbIX HapyLIeHWi, B NepByl0 oyepelb CO CTOPOHbI Op-
raHoB 3peHua [10, 28]. [loctoBepHble AaHHble O HaNU4un
CTl-runepcekpeunn y AeBOYKM ObiM MOfy4YeHbl B 5 neT.
Ha TOT MOMeHT yxe umenncb Bugmmas gedopmaLus yepe-
Ma u CTEHO3 KaHasoB 3pUTENIbHbIX HEPBOB (CM. Tabnuuy 1).
HauanbHaa fo3a Tepanuu aHasorom coMaTocTaTUHa Obina
He6onblwon — 10 Mr/Mec — HO 1 ee Mbl NPO6GOBaNN CHU-
XaTb, KOrga OTMETUIIN CHUXKEHME CKOPOCTM POCTa Y IEBOYUKU
K 5,8 rofa. Bo3amoXHOCTb TOPMOXKeHMA pocTa Ha pOHe TaKon
[03bl aHasIora COMaToCTaT1HA eLle He BCTpeyanach B Hallen
npaktuke. Kpome Toro, Ha Temnbl pOCTa [EBOYKM MOMN
oKa3aTb BUAHUE HapyLleHre obmeHa dpocdopa n nporpec-
cupytowaa Of HMKHMX KoHeuHocTeln. K Bo3pacTy 5,8 ropa
yXe 6blI0 2 nepenioma KOCTel NPaBon KOHeYHOCTH, chop-
MupoBanacb gedopmauna 6eapeHHbIX KOCTEN MO TUMY Mna-
CTYLbKX MNOCOXOB C YKOPOUYEHUEM NPaBoM HOrM, CaMOCTOSA-
TeslbHble NepeaBMKEeHNA CTaNn NPaKTUYECK HEBO3MOXHbI,
ypoBeHb dpocdopa yxKe nokasbiBas TEHAEHLNIO K CHUXKEHUIO
(cm. Tabn. 1, 4, 6). Tem He MeHee BNMAHNE OKTPEOoTHAA Ha Nn-
HeWHBbIN POCT, BUAMMO, BCE Xe Oblfo, yunTbIBas, UTo Ha poHe
CHU>KEHMA [03bl TeMMbl POCTa ynyywmnnucb. Ho To e Bpems
B AVHaMVKe OTMeYanocb HapacTaHue yposHen NOP n CTT,
nporpeccupoBaHne Ol yuepena n CHMXKEHUE OCTPOTHI 3pe-
HUA. B3BeCMB prCKN BbICOKOW J03bl OKTPeOoTMaa ANia pocTa
N ee NOTEeHUMaNbHYI0 MOMb3y AJisl COCTOAHUA Yyepena, Obin
caenaH BblIbop B Nosb3y nociegHero, 1 fo3a 6Gbiia BHOBb
noBsbileHa, cHa4vana go 10 mr/mec, a 3atem 1 o 15 mr/mec.

Ecnun CTT-runepcekpeuns ycyrybnsaet TeueHne Of] uepe-
na, To rmnopocdatemMma MOXET BHOCUTb BKJIaf B COCTOAHNME
ouaroB NoOON NIoKanm3aummy, Kak nokasan pag nccnenosa-
HuK, npoBegdeHHbIX NIH. AHanu3 35 nayneHToB C CMHApPO-
Mom MOB n nzonnposanHoi O (13 Hux ¢ runeppocdaty-
pvien n=12, ¢ ApyrnmMmn 3sHAOKPUHONATUAMN N=15 1 TONbKO
¢ ®[1 n=8) nokasan, uto y getein ¢ O[] n runepdocdatypuen
nepenomMbl BO3HMKAIOT paHblue 1 yalle, yem y getern ¢ O
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6e3 HapylweHus obmeHa ¢ocdopa [29]. Mo pesynbratam
CPaBHUTENIbHOIO MCCNieloBaHNA 84 MALMEHTOB CO CKONMO-
30M Ha ¢poHe cuHgpoma MOB 1 54 naymeHTOB C CUHAPOMOM
MOB 6e3 natonorun NMO3BOHOYHMKA Obinia BbisiBIIEHa 3Ha-
yrMasa pasHuLUa Mexzay cTeneHbio TaxkecTn O B 2 rpynnax
(12 6annoey naymneHToB 6e3 ckonnosa u ot 34,6 no 64,4y na-
LMEHTOB CO CKOMMO30M) 1 YaCTOTON BCTPEYAEMOCTU [BYX
KOMMOHEHTOB — TUPEOTOKCKKO3a (C TMPEOTOKCMKO30M 6e3
ckonunosa — 20%, C TMPEOTOKCMKO3OM U TAXKENbIM TeYEHU-
em ckonnosa — 78%) n runodpocdatemum (¢ runopocdare-
mMuenn 6e3 ckonunosa 11%, ¢ runodochateMuein n TAXeNbIM
TeyeHnem ckonuno3sa 61%) [30]. Pa3sutue 6a3nnspHON MHBa-
rMHaumy Ha poHe O[] 6b110 OTMEUEHO Npu cuHgpome MOB
y MALUMEHTOB, UMEBLLMX TUPEOTOKCMKO3, runodocdaremuio,
nMnP (nauweHTbl ¢ O yepena — n=158, 13 HUX Gasunsap-
Has MHBarvHauusa — n=12). Kpome Toro, runopocdatemums
MOXeT 006YyC/IOBUTb MbIWEeYHyo cnaboctb, 60neBon CUH-
LPOM, CHUXKEHME TEMIOB POCTa.

C opHOW CTOPOHDI, NPUBEAEHHbIE JaHHbIE [EMOHCTPU-
PYIOT KIUHUYECKYID 3HaumMmocTb runodocdatemun ana
TSXKECTU TeueHnsa cuHgpoma MOB 1 060cHOBbIBaOT Heob-
XOAMMOCTb 3aMeCTUTESIbHOW Tepanuu npenapatamu poc-
¢dopa. C opyroi CTOPOHBI, HENb3si UTHOPUPOBATb MOBOYHbIN
a¢doekT ot npuema pocpopa — HedpoKkanbLMHO3. MprHU-
Masl ero BO BHUMaHVe, Mbl CTPEMUMCA Ha3Havatb ¢ocdop
B YBEPEHHOCTM, YTO MOTEHLMasIbHas MOJMib3a OT Npenapara
nepeBecuT 3HAaYUMMOCTb NO6OUYHOrO 3ddeKkTa. ITO NOAHNMA-
€T BOMPOC — Kakoe cHmxeHne docdopa cunTatb KNnHUYe-
CKM 3HAUUMbIM AN1A MHMLMaLUKU Tepanuu npenapaTtom ¢oc-
dopa. Y B3pocsibix runodpochateMmert CUMTAETCA CHUXKEHNE
docdopa meHee 0,8 mmonb/n. Y getelr ypoeeHb dpochopa
KpOBM KoNebneTcs B pasHble Neprofbl >KU3HW 1, OLleHUBas
€ro 3HauyeHue, Heo6XxoAMMO MPVHUMATb BO BHUMAHWE MOJ
1 BO3pacT. [1pu 3TOM, MO Pa3HbIM NCCNIefOBAHMAM, FPaHULIbI
pedepeHcHbIX 3HayeHun pasnuuatotcs [31-33]. Xota npu-
yrHOWM runodochateMnm ABAAETCA HapyLIeHWe Ha YpPOB-
He MOYeYHbIX KaHanbLeB, Kak BUAHO 13 Tabnuubl 5, NoBbI-
LeHHasn 3KcKpeuus pocdopa ¢ Mmoyor npu cuHapome MObB
He cpa3y npurBena K CHUXKeHuio pochopa KPoBU y AEBOYUKN:
WHIEKC MaKCUManbHoM peabcopbunm docdatoB y AEBOUKU
BapbupyeT oT 71 o 80% c 5,8 roga, Torga kak runogocda-
TEeMUSA MO OJQHOMY M3 TPEX NPUBEAEHHbBIX BAPVAHTOB HOPMbI
BbIABNAETCA € 7,9 roga 1 no AByM 13 TPeX BapraHTOB HOP-
Mbl — ¢ 8,7 roga. K cokaneHuio, Hamu He Obilo NpoBeaeHO
n3HavanbHoe Y3/ nouek fo Hayana Tepanuu, U Mbl He MO-
eM CyanTb O HaNMUYUK SXO-NPY3HAKOB YMJIOTHEHNA Yalley-
HO-NTOXaHOYHOW CMCTEMbI [0 Hauyana mnpuvema npenapara,
HO B NII0OOM CJly4ae C fOMNONHUTENIbHBIM Npriemom pocdopa
MOBBILIAETCA Harpyska Ha MoyeyHbli GUILTP U PUCK NpPo-
rpeccuy Npr3HakoB HedpoKanbLUHO3a pacTet. 3T coob-
pa)keHus NpUBENM K OTMeHe Tepanuu B 7,9 rofa. 3a Bpems
Tepanuu ¢ 5,8 8o 7,9 roga nponsoLen Og1H Nepesiom JIeBon
6eapeHHON KOCTW, MOABUNMCL MPU3HAKA CKOMMO3a, Mpo-
rpeccupoBanu oyarn Of1 uepena; Npu 3Tom NPUCYTCTBOBA-
nun gpyrve ¢akTopbl C AOKa3aHHbIM HeraTMBHbIM AeNCTBY-
€M Ha COCTOAHME KOCTHOW TKaHu — Taxenoe TeueHue O[,
CTT-runepcekpeuma — 4YTo AenaeT 3aTpyaAHUTEIbHON OLeH-
Ky BKnaga Tepanuu docpopom B TeyeHue 3aboneBaHus.
YpoBeHb dpochopa y AeBOUKM MPOJOIKAET CHUXKATbCA 6e3
3HaYMMOW ANHAMMKM MoKa3aTenein peabcopbunn pocdopa,
YTO, CKOpEe BCEro, BHOBb NMOAHUMET BOMPOC O HEO6XO4MMO-
CTV Tepanuu B 6yayLiem.
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3AKNIOYEHUE

CuHgpom MOB — Taxkenoe mynbTcuctemHoe 3abonesa-
HUe, XapaKTepu3yloLleecs NATHaMU LiBeTa Kode-C-MOTOKOM,
®[l KocTel, aBTOHOMHOW 3SHAOKPUHHOW runepdyHKUnen
N pASOM HESHAOKPUVHHbBIX MPOABAEHNUN.

MNepBble KOMMOHEeHTbI cuHagpoma MOB MoryT BO3HUKaTb
Ha 1-M rogy *KM3HW, HO IMArHOCTMKa 3ab0IeBaHNSA NPU STOM
MOXeT ObITb OTCPOYEHA [O MOABAEHUs crneunduyeckmx
KINUHUYECKUX NPOABNEHNN, Cpeli KOTOPbIX — NpexaeBpe-
MEHHOE MOJIOBOE Pa3BUTHE BOIIHOOOPa3HOro TeueHus. Mpu
CNyYaiHOM BbISIBIEHUWN OJHOIO XapaKTEPHOro KOMMOHEHTA
cnepyeT NPOABUTb HACTOPOXKEHHOCTb M OLEHUTb BO3MOX-
HOCTb Hannuua cuHgpoma MOB.

Mpu BbiABneHUn cuHapoMa MOB Heobxogumo cocTa-
B/Tb MHAVBUAYASNbHbIN MNaH BeAeHWA NaLUWeHTa C perynap-
HbIM CKPUHWHIOM [Nl CBOEBPEMEHHOW ANArHOCTUKN HOBbIX
KOMMOHEHTOB.

Kaxxpoe npossneHre 3aboneBaHnNsa NpoTeKaeT CO CBOEW
CTENEeHbIO TAXKECT, KOrAa OAHY KOMMOHEHTbI TPebytoT Tosb-
KO HabniogeHus, Apyrue nogaarTca rnoadepKuBatoLein/
6rnokmpytoLlen Tepanuu. Mpun TAXKENOM TeYUEHNY KOMMOHEHT
3ab0neBaHNA MOXET MPOrpeccrpoBaTh, HECMOTPA Ha Mpo-
BOAVIMbIE MepbI MO NIeYeHNI0 1 MPOdUNIAKTUKE.

@[ npu TAXKENOM Nporpeccupyiollem TeyeHnn obycnas-
NVBAET peLuanBUpYHoLLMe Nepesiombl U AepopMaLmio KOCTel
C PYCKOM Pa3BUTUSA 3HAUUMbIX GYHKLIMOHASIbHBIX HAapYLLIEHWIA.

MNpexgeBpeMeHHOEe MOJSIOBOE pasBuUTUE MPU CUHAPOME
MOB HocuT nepudepryeckmin xapaktep Ha ¢oHe 3CTpo-
reH-CeKpeTupyLWmxX KUCT. [1ns 06beKTUBHOWM OLEHKN aKTVB-
Hoctu nllMP cnepyeTt npoBoanTb perynapHoe Y3W manoro
Ta3a. [Tpn yacTbix peunamnBax KUCT C Nporpeccuert KOCTHOro
BO3pacTa 1 yXyAweHneM poCTOBOro NporHo3a cnepyer pac-
CMOTPETb BONPOC O Ha3HAYEHUN aHTUICTPOrEHHOW Tepanum.

OfHVM 13 BapuaHTOB NaToNOrMmM WUTOBUAHOM »Kenesbl
npu cuHapome MOB MoxeT 6bITb MHOFOY3510B0I 306 ¢ dpop-
MUPOBAHNEM MHOXECTBEHHbIX KMUCTO3HbIX OOpa3oBaHUMn,
KOTOPbI B OTCYTCTBUE MNPM3HAKOB 3J10KaYeCTBEHHOCTN

KNUHUYECKIMI CNYYAW

1 3HAYMMOTO HapacTaHuA 06bema, Kak NpaBusio, NoO3BoNsAeT
NpUAEPXKMBaTbCA HabNoAaTENBHOM TAKTUKM rogamMu.

CTl-runepcekpeuunsn TpebyeT Ha3HauYeHNA Tepanuun aHa-
noramy COMaToOCTaTMHA C KOppPeKLuuen Jo3bl NPU NPU3HaKax
JEeKoMMeHcauum Ansi BO3MOXHOI0O NpeaynpexneHnsa npo-
rpeccum ovaros O[] uepena.

Mmnepdocoatypusa npu cuHgpome MOB moxeT gnmtens-
HOe BpeMs CONpoBOXAaTbcA HopMmodocdaTemumenn, BONpoc
0 CpOKax Ha3HauyeHus Gocdhopa peLlaeTcs MHANBUAYANbHO;
nepeq MHVLMaLUen Tepanum cnegyeT NpoBoanTb Ncceno-
BaHMWe NMOYeK AJiA OLEHKM NMOTEHLUMANbHOW MOMb3bl 1 Bpega
NIaHUPYEMOrO NeYeHUs.

MHoroo6pasme KIVHUYECKMX NPOSIBNEHUN CUHAPOMA
N 0COOEHHOCTN UX TEUEHMA B AUHAMUKE onpeaensioT Heob-
XOAUMOCTb UHAMBMAYANIbHOTO NOAX0Aa K Tepanuu u Habnio-
JAEHMI0 NauneHToB ¢ cuHgpomom MOB.

AONOJIHUTENIbHAA UHOOPMALINA

UcTouHnkn puHaHcmpoBaHuA. AHanuTuyeckas paboTa aBTOPOB Bbl-
NoJsIHEHa MO MHMLMATVBE aBTOPOB 6e3 NpuBneYeHns GriHaHCUPOBAHUA.

KoH®nNuKT mnHTepecoB. ABTOpbl AeKNapupylOT OTCYTCTBME ABHbIX
N NOTeHUMaNbHbIX KOHGIMKTOB MHTEPECOB, CBA3aHHbIX C CofepKaHneM
HacTosALWEN CTaTbM.

Yuyactue aBTOpOB. [Vpw A.B. — cywlecTBeHHbIN BKNag B KOHLENUMIo
nccnefoBaHna, HanucaHne ctatby; Kapesa MA. — CylleCcTBeHHbIN BKnag
B KOHLIEMNLUIO 1 AN3aliH UCCNeOBaHUs, BHECEHWE B PYKOMCh CyLLIECTBEHHOMN
NPaBKM C LieIblo MOBbILIEHWA Hay4YHOW LLeHHOCTY CTaTby; MakasaHH.B. — cy-
LLIeCTBEHHbBIN BK/aA B KOHLEMNLMIO U AN3aliH UCCNIeJOBaHWs, BHECEHUE B Py-
KOMUCb CyLLIeCTBEHHO NMPaBKM C Liefbio MOBbILLEHMWs HAyYHOW LLIeHHOCTU CTa-
Tbu; faBbiropa E.H. — cywiecTBeHHbI BKNaa B KOHLENUMIO NCCNeAoBaHUA,
HanucaHve cTaTbu. Bce aBTopbl 0006prnv dUHasbHYIO BEPCUMIO CTaTbL Nepes,
ny6nuKaLyen, BbIpa3vuamn cornacre HecTu OTBETCTBEHHOCTb 3a BCe acneKTbl
paboTbl, NogpasyMeBatoLLyI0 Hagnexallee N3yyeHre 1 peLleHre BOnpocos,
CBA3aHHbIX C TOYHOCTbIO NN JOOPOCOBECTHOCTbIO NIIOOON YacTh PaboThbl.

Cornacve nauuveHTa. 3aKOHHbIN MpefcTaBUTeNb MauveHTa Aobpo-
BOJIbHO Nognucana UHGOpMMPOBaHHOE cornlacre Ha nybanKaumio nepco-

HanbHOW MeAMUVHCKON nHdopmaumm B ob6e3nuyeHHon opme
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KINMMHWYECKME PEKOMEHZALINNA

KNWHUYECKUE PEKOMEHOALUW «BPOMXAEHHbBIA TMNOTUPEO3»

© B.A.MNetepkosa', 0.b. beznenkuna', T.10. Lupsaesa', T.A. BaguHa'*, E.B. Haraesa', O.A. Yukynaesa', E.B. LLipegep’,
M.B. KoHtoxoBa?, H.A. Makpeukas', E.A. LLlectonanosa?, B.b. MutbkinHa?

"HaumoHanbHbI MegULMHCKWIA LEHTP 3HAOKPUHonorum, Mocksa, Poccua
2MOCKOBCKUI LLEHTP HEOHATaNbHOIO CKPUHMHIA MOpPO30BCKOI AETCKON ropoACKOoN KNMHNYecKon 6onbHULbI, MoCKBa,

Poccna

3MeanKo-reHeTUYECKNIA HayuHbIi LEHTP MMeHN akagemmKa H.M. boukosa, MockBa, Poccus

BpO)KAEHHbIIz rMNoTUpPEOD3 ABNAETCA aKTyaanon I'Ip06J'IEMOI7I aetckom SHAOKPUHONOIrnmM, HO CBoEBpPEMEHHAA ANAarHOCTUKa
N neyeHme NO3BOJIAIOT NPeAOTBPATUTb Pa3BUTUNE TAXKEbIX CJly4aeB 3aboneBaHus. Pa3pa60TaHHb|e KNNHN4YeCKne pekomeH-
Aaunn ABNAKTCA pa60‘-IVIM NHCTPYMEHTOM MPaKTUKYIOLWEro Bpaya, NX Uenesas ayautopmna — 3TO AeTCKMe SHOOKPUHOJIOMn
n negmaTtpbl. B Hux KPaTKO 1 NOTMYHO N3JTOXKEHDbI OCHOBHbIE MOJTOXKEHNA 06 onpepeneHnn 3aboneBaHus, anuaeMmmonornn,
KJ'IaCCVI(I)VIKaLl,I/II/I, mMeTofax ANarHOCTUKM COCTOAHUA U nevyeHusa, 6a3|/|pyrou.|,l/|xc;| Ha npurHUmMnax JoKasaTenbHON MeguLMHbI.

KJTIOYEBBIE CJIOBA: knuHu4eckue pekoMeHOayuu; 8pOXX0eHHbIU 2unomupeos; demu.

CLINICAL GUIDELINE OF «CONGENITAL HYPOTHYROIDISM»

© Valentina A. Peterkova’, Olga B. Bezlepkina', Tatyana U. Shiryaeva', Tatiana A. Vadina'*, Elena V. Nagaeva',
Olga A. Chikulaeva', Ekaterina V. Shreder', Marina B. Konuhova? Nina A. Makretskaya', Elena A. Shestopalova?,

Valentina B. Mitkina?

'Endocrinology Research Center, Moscow, Russia

2Moscow Neonatal screening center, Morozovskaya Children’s Hospital, Moscow, Russia

3Medical Genetic Research Bochkov’s center, Moscow, Russia

Congenital hypothyroidism is an important issue of pediatric endocrinology at which timely diagnosis and treatment can
prevent the development of severe cases of the disease. The developed clinical guidelines are a working tool for a prac-
ticing physician. The target audience is pediatric endocrinologists and pediatricians. They briefly and logically set out the
main definition of the disease, epidemiology, classification, methods of diagnosis and treatment, based on the principles of

evidence-based medicine.

KEYWORDS: clinical guideline; congenital hypothyroidism; children.

CNUCOK COKPALLEHUI
Br — BPOXKAEHHbIN r’MNOTUPEO3
mc — runoTanamo-runodpursapHasa cucrema
m — FUMOMUTYUTaPU3M
Jr — NIOTENHN3MPYIOLLMIA FOPMOH
MPT — MarHUTHO-pe30HaHCHaA Tomorpadus

rnnpe — npexJaeBpemMeHHoe rnosioBoe pasBuTue
T — TupeornobynuH

TPT — TUPEOTPONVH-PUNTN3NHT-TOPMOH

TTT — TUPEOTPONHbIN FOPMOH

TAB — TOHKOUTONbHasA acnupauroHHas buoncusa
VR — YNIbTPa3BYKOBOE nNcc/iejoBaHme

ocr — $oONNNKYNOCTUMYNMPYIOLLNIA FOPMOH

4cc — YacToTa CepAEYHbIX COKpaLleHni

LK — WMTOBMNAHAA XKenesa

JKI — 3neKTpoKapauorpadus

OxoKlI — axokappguorpadus

SD — CTaHJapTHOE OTKNOHEHNE

SDS — KO3 PULMNEHT CTAHAAPTHOIO OTKJTIOHEHUS
T, — TPUAOATUPOHVH

T, — TUPOKCUH

© Endocrinology Research Centre, 2022
Mpo6nembl s3HAOKpUHONOrnn 2022;68(2):90-103

LHC — LieHTpasibHaA HepBHaA cucTema

IQ — intelligence quotient (c aHrn. Ko3bbULNEHT UH-
TennekTa)

WISC  — Wechsler Intelligence Scale for Children (tect
Bekcnepa)

TEPMWHbI N ONPEAENEHNA

TMNOTUPOKCNMHEMUNA — HEeJOCTAaTOYHOCTb TUPEOUOHbIX
rOPMOHOB.

HeoHaTanbHbIN CKPUHUHI — MaccoBoe obcnegoBaHue
BCEX HOBOPOXAEHHbIX AETEN Ha r’MNOTUPEO3 C OnpeaeneHu-
em TTT B KanunnapHOW KPOBW, NO3BOJSIOLLEE BbIABUTb O0JIb-
WWMHCTBO CJlyyaeB 3aboneBaHWA Ha JOKIMHUYECKOM STare
1 CBOEBPEMEHHO Ha3HauaTb 3aMeCTUTESIbHYIO Tepanuio.

Auncrenesmna WX — cTpyKTypHOe HapylleHune WnTo-
BUOHOW »Kene3bl, CBA3aHHOe C AedeKTomMm 3MOpUOoHasb-
HOrO pPa3BUTUA TUPEOUAHOWN TKaHW, NpoABAAlLWeecA
annasunen, remmareHesnen, rMnonaasnen UM 3KTonnen

(ancTtonunen).
[OncropMmoHoreHes — HapylleHne BbIPAabOTKA WAn
TPAHCMoOpTa TUPEOMAHbLIX TOPMOHOB,  BO3HMKalOLlEe
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BCneacTeme pepmeHTaTBHbIX fedekToB (opraHuduKaLmm
nofa, crHTe3a TMPeornobynnHa, TMPeonepoKCcMaasbl U T. 4.).

MepBUYHBbIN rMNOTUPEO3 — KIIMHNYECKNI CUHOPOM,
pa3BUBAOWMNCA BCNeACTBME HeJOCTaTOUYHOW MpoayKuun
TUPEONIHbIX TOPMOHOB MO NPUYNHE NEePBNYHON NaTONOrUK
B camonm LK.

BTopuuHbIN rMNOTUPEO3 — KIMHNYECKUA CUHOPOM,
pa3BUBAOWMNCA BCNeACcTBME HeJOCTaTOUYHOW MpoayKuun
TTT npu oTCcyTCTBMM nepBuYHOWM natonormm camon LK,
NpUBOZALLEN K CHUXKEHUIO ee GyHKLUN.

TpaH3UTOPHDbIN FMNOTUPEO3 — COCTOAHNE BPEMEHHOW
rMNOTUPOKCMHEMUY, CONPOBOXKAAIOLWeecA noBbiweHnem TTT.

1. KPATKAA THOOPMALA NO 3ABOJIEBAHUIO
Nnn COCTOAHUIO.

1.1. OnpepeneHune 3a6oneBaHnsA WIN COCTOAHUA.

BpoxxpeHHbli runotupeos (BF) — ogHo 13 Hambonee
YacTo BCTPEYAILWMXCA BPOXKAEHHbIX 3aboneBaHun LXK
y OeTeln, B OCHOBE KOTOPOro NIeXNUT NOJTHAA WM YacTUYHaA
HeOCTAaTOYHOCTb TUPEOUAHbBIX TOPMOHOB, MNPMBOAALLAA
K 3afilepXKe pa3BUTMA BCEX OPraHOB U CUCTEM OpraHM3mMa
npuv OTCYTCTBUM CBOEBPEMEHHO HayaToro neyenus [1].

1.2. OTonorva v naTtoreHes 3aboneBaHnA NN COCTOAHUA

(rpynnbi 3a6oneBaHuii UM COCTOAHMIA).

B — reTeporeHHas no stronorum rpyrmna 3abonesaHuid, 06-
YCIOB/EHHBIX Yalle Bcero MoppodyHKLMOHANBHOM He3peno-
cTbio LLPK, pexke — runotanamo-runodusapHoin cuctembl (IMC).

[MNOTUPOKCUHEMUA MPUBOAUT K Pa3BUTMIO MeTabonu-
YECKMX HAPYLUEHUN, CHUPKEHUIO CKOPOCTU OKUCIUTENbHbIX
MPOLECCOB 1 aKTUBHOCTY pEPMEHTHbIX CUCTEM, MOBbILIEHNIO
TPaHCMEeMOPAHHOWN KNETOUYHOW MPOHMLAEMOCTU U HaKome-
HMIO B TKAHAX HELOOKUC/IEHHBIX NPOAYKTOB 06MeHa. Jedu-
LMT TUPEOUIHbIX FOPMOHOB rpyb0 HapyLllaeT npoLecchl po-
cTa, AnddepeHUNPOBKI BCEX TKAHEN 1 CUCTEM OpraHM3Ma.

Bonblue apyrux oT HegoCTaTKa TMPEOUAHBIX TOPMOHOB
y pebeHKa CTpafaeT UeHTpanbHas HepBHasa cuctema. Hus-
KU YpOBEHb TUPEOMAHBIX TOPMOHOB, OCOOEHHO B MepBble
MeCsALbl KWU3HW, NPUBOANT K 3afiepXKKe MpoLeccoB MUenu-
HM3aLMN HEPBHbIX BOJIOKOH, CHVXKEHVIIO HAKOMIEHNA NUMNK-
[I0B U MIKONPOTENAOB B HEPBHOW TKaHW, UTO B UTOre Bbl-
3bIBaeT MOPPOdYHKLMOHANbHbIE HAPYLLIEHNA B MeMOpaHax
HeMpPOHOB NPOBOAALMX NyTeln Mo3ra.

HeobpatumocTtb nospexgeHuin LIHC npu BpoxgeHHOM
rMnoTMpeo3e B YCJIOBUAX OTCYTCTBUS JiIeYeHMs CBf3aHa
C 0COBEHHOCTAMN pOCTa M CO3PEBAHUA FOJIOBHOrO MO3ra
HOBOPOXAEHHOTO.

B nepvopg makcMmanbHOro pocta m akTMBHOIO Hempo-
reHesa, KOTOpbI NPUXOANTCA Ha NepBble 6 MeC XU3HU pe-
6eHKa, MO3r OKa3blBaeTcA 0COBEHHO YyBCTBUTESNEH K HebNa-
ronpuATHBIM BO3AENCTBUAM, B TOM UACIIE U K HELOCTATKY
TUPOKCKHa. [o3ToMy TpeouaHaa HeJOCTaTOYHOCTb B Kpu-
TUYeCKoM nepuroge Hanbonee bbicTporo passutua LIHC 3a-
IepXMNBaeT ee CO3peBaHve, NpUBOLA K Heobpatumon ym-
CTBEHHOW OTCTanocTu [2-6].

1.3. dnugemuonorua saboneBaHnsa AN COCTOAHNA

(rpynnbi 3a6oneBaHuii UM COCTOAHMIA).

Yactota BpPOXKAOEHHOTrO TMMNOTUPEO3a  Konebnetcs
oT 1:3000-4000 HoBopoOXAeHHbix B EBpone n CeBepHon
Amepuke po 1:6000-7000 HOBOPOXAEHHbIX B AnoHuwW.
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Y nuu HerpouaHon pacbl 3aboneBaHWe BCTPeYaeTca Ao-
cTaTouHo pepko (mpumepHo 1:30 000), a y natmHoamepwu-
KaHLEeB, HanpoTuB, YacTo (1:2000). Y aeBouek 3aboneBaHune
BCTpeyaeTca B 2-2,5 pasa valye, yem y manbumkos. Pacnpo-
cTpaHeHHocTb Bl B Poccuiickonn Qepepauunun, no pesynb-
TaTaM HeOHaTaNlbHOrO CKPWHWHra, coctaBndeT 1 cnyyan
Ha 3600 HoBOpOXAeHHbIX (1997-2015) [2, 71.

1.4. Oco6eHHOCTN KOANPOBaHNA 3a6oneBaHnsa

WY COCTOAHUA (rpynnbl 3a60sieBaHUIA AV COCTOAHNIA)

no MexxayHapoAHoOI CTaTUCTUYECKON Knaccupukaumm

6onesHel 1 Npo6nem, CBA3aHHbIX CO 340pPOBbeM.

E03.0 BpoxzaeHHblli runotupeos ¢ andodysHbiM 3060M.
306 (HETOKCMYECKNIA) BPOXKAEHHDIN MapeHXUMATO3HbIN.

E03.1 BpoxxAeHHbI runoTnpeos 6e3 306a. Annasus wu-
TOBUAHOW Xene3bl (C Mukcegemon). BpoxaeHHaa atpodus
LWNTOBUAHOW »Kefe3bl.

E07.1 [ucropmoHanbHbin 306. CemenHbIi ANCropmo-
HanbHbIV 306. CuHapom MeHgpepa.

E07.8 [1pyrue yTouHeHHble 60N1e3HN LWMTOBUAHOW Xene-
3bl. [ledpeKT TMPOKCUHCBA3bIBatoLero rnobynnHa. Kposous-
NUsIHVE B WMTOBUAHYIO Xenesy. MIHbapKT WUToBUAHON Xe-
ne3bl. CAHAPOM HapyLLeHWA SyTUpeosa.

1.5. Knaccupukauyma saboneBaHuA uam COCTOAHNSA

(rpynnbl 3a6oneBaHunii AN COCTOAHMIA).

Mo ypoBHIO nopa)eHusa (Havbonee pacnpoCTpaHeH-
HaA Ha CerofHALIHWI JeHb).

MepBUYHDbIN rMNOTUPEO3.
[dwncreHesua WUTOBNOHONW »Kenesbl (HapylleHne cTpoe-

HUA W 3aKNagKu):

« areHesus;

« runonnasus;

+ remMmareHesus;

+ anctonua (A3blyHag, NOAbA3bIYHAA, CPeAVHHasdA, 3arpy-
JVIHHas).
HdncropmoHoreHes (HapylleHue CUHTE3a TUPEOUAHbIX

rOPMOHOB):

« pedekT TpaHcnopTa nofaa (MyTtauma reHa SLC5A5 (NIS));

«  pedeKkT nepokcnpasHol cuctemsl (MyTauus reHos TPO,
DUOX2, DUOXA2);

«  pedeKT cmHTe3a TpeornobynuHa (MyTauus reHa TG);

« cnHgpom MNeHppepna (MyTauma reHa SLC26A4);

«  pedekT geriognpoBaHusa (MyTauwmsa reHa /YD).
LieHTpanbHbI rMnoTupeos (BTOPNYHbDIN, TPETUYHbIN):

+  COYETaHHbIN aedpuunT rnnodmrsapHbIX rOPMOHOB (r1no-
NUTYUTapu3Mm):

+  V30/IMPOBAHHbIV AeprUUT TMPEOTPONHOro ropmoHa (TTT).
Mepundepnyeckana pe3snNCTEHTHOCTb K TUPEOMAHbIM

ropmoHam (myTauum reHoB TRHA n TRHB).

TpaH3UTOPHbIN FIMNOTUPEO3.

Mo cmeneHu maxecmu.

JlaTeHTHbI (Cy6KNNHNYECKNI1) — NOBbILLEHHbIN YPO-
BeHb TTI Npy HOPManbHOM YPOBHe CBOOOAHOIO TUPOKCHU-
Ha (T,).

MaHudectHbIn — runepcekpeumsa TTI npu CHUKEHHOM
ypoBHe cB060AHOr0 T,, HafMuMe KNNHNYECKNX NPOABIEHMIA.

Takenoro TeyeHnA (0CNIOKHEHHDII), NPV KOTOPOM MO-
XeT OblTb KPeTVHU3M, cepfieyHas HeJOCTaTOYHOCTb, BbIMOT
B CEPO3Hble MNONIOCTY, BTOPUYHAA afeHoMa runodusa.
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o cmeneHu KomneHcayuu:

>  KOMMEeHCUPOBaHHDIN;

>  BeKOMMNeHCMPOBaHHbIN.

OCnoXKHEHHBIN TMNOTUPEeO3 (Kak NpaBWIO, He pacnos-
HaHHble BOBPEMS, 3amnylleHHble ciydyau 3abonesaHus) Ge3
CBOEBPEMEHHO HA3HAYEHHOW W MPaBUIbHO MOAO6GPaHHON
3aMeCTUTeSIbHON MefKaMeHTO3HOW Tepanunumn MOKeT npuse-
CTW K Pa3BUTUIO FTMOTUPEOUAHON (MUKCELEMATO3HOW) KOMbI.

B nopaenstowem 6onblumHcTBe criyyaes (85-90%) nme-
eT MecTo nepBuYHbIn Bl Cpegu nepBMYHOro rmMnoTnpeosa
85% cnyvyaeB ABMATCA CNOPagUMYecKMu, GONbLUMHCTBO
13 HUX 0bycnoBneHo ancreHesuen (3mbpuonatuen) WnTo-
BUAHoOWM »ene3bl (LLIXK). Mo gaHHbIM pa3nnyHbIX aBTOPOB, are-
He3usa LXK BcTpevaeTca B 22-42% cnyyaes, B 35-42% cny-
YyaeB TKaHb »Kene3bl SKTONMUPOBaHa, B 24-36% nmeeT mecTo
runonnasus WX [8-12].

lopaspo pexe (5-10%) BCTpeyaloTCA BTOPUYHBIA UK
TpeTnyHbIi Bl, nposBnsowmecs n3onnmpoBaHHbIM fedurm-
Tom TTT mnu runonutymntapmsmom (M) [9-13].

Ocoboi popmoii Bl ABnaeTcsA TpaH3UTOPHbIV TMNoTipe-
03 HOBOPOX[eHHbIX. ITa popma 3aboneBaHMsA yalle BCErO
HabniofaeTca B permoHax, SHAEMUYHbIX MO HELOCTATKY Mofa.
TpaH3UTOPHBIN MMNOTUPEO3 MOXKET BO3HUKHYTb 1 B pe3ysib-
TaTe He3PenoCTU CUCTEMbI OpraHndrKaLmm noga, ocobeHHo
Y HE[JOHOLLEHHbIX, HE3PEeSbIX HOBOPOXKAEHHbIX. K pa3Butuio
TPaH3UTOPHOIO TUMOTUPEO3a Y HOBOPOXKAEHHOTO MOXET
NpuUBOANTb MPYEM MATEPbIO BO Bpems 6epeMeHHOCTU Tupe-
OCTaTUYeCKMX N ApYrux npenapaToB, HapyLLaloWmMX CUHTE3
TupeongHbix ropmoHoB LK nnopa. OnuvcaHa TpaHcnna-
LeHTapHasA nepefavya MaTePUHCKNX OTOKMPYIOLLMX aHTUTEN
K peuenTopy TTT [1].

B cBA3M € pa3BUTUEM METOOOB MOJIEKYNAPHO-TeHeTNYe-
CKOrO aHanusa B3riAfbl Ha STUONOTMIO BPOXAEHHOTO rnmno-
TUpeo3a B NocseHne rogbl BO MHOroM M3MeHUnm1cb. Ha ce-
rOAHAWHNIA AeHb NAeHTUPULNPOBAH PAL FreHOB, MyTaLuu
KOTOPbIX MPUBOAAT K HapyLIEHUAM 3aKnagKu, MUrpaumu,
anddepeHyuposkn LXK, nepektam cnHTesa TMpeongHbIX
FrOPMOHOB, HapyLIEHUAM FMNOTaNamo-runodrsapHol ocu.
OtcyTctBre crneundrnyeckrx CUMMMTOMOB, XapaKTepHbIX
Ons onpefeneHHOro reHetTuyeckoro aedekra, He MO3BO-
nAeT MPOBOAUTb W3ONMPOBAHHYI0 AUArHOCTMKY OfHOro
reHa gns ngeHtudumkayum mytauyun. Hanbonee wnpoko us-
yuyeHbl BapuaHTbl gucreHesum WX, ogHako nokasaHo, 4yto
HapyLlleHne 3aKnafKky 3TOr0 XM3HEHHO BaXXHOro opraHa
accouMmpoBaHoO C MyTaLMAMU reHOB TONbKO B 2% cnyya-
€B, B OCTaJIbHbIX CJIy4yasax NPUUYMHA OCTAETCA HEN3BECTHOM.
B cTpyKType HacnefctBeHHbix Gpopm 3aboneBaHus npeob-
nagalowummn npuynHamn passutna Bl ssnstotca gedekTol
reHOB AUCrOPMOHOreHe3a, 0 YeM CBUAETENbCTBYIOT Pe3y/b-
TaTbl MOJIEKYNIAPHO-TeHeTNYeCcKoro aHanusa [10-17].

1.6. KnnHnyeckasa KapTuHa 3ab6oneBaHnA Uan COCTOAHUA

(rpynnbi 3a6oneBaHuii UM COCTOAHMIA).

KnuHunyeckvue npossneHnsa runotnpeosa.

KnuHnyeckne npoasBneHnsa n TedyeHne rmnotmpeosa cy-
LeCTBEHHO pa3nuyatoTca y nuu pasHoro Bo3pacTta (1, 14-18].
B metckom BO3pacTe OHM 3aBUCAT OT Neprofa MaHudecTa-
uum 3aboneBaHus, ANUTENIbHOCTY CMHAPOMA FMMNOTMpPeOo3a
1 CPOKOB Hayana 3amectutenbHon Tepanuu. Ha 1-m mecaue
XM3HU pebeHKa, Korga paHHAA AMArHOCTMKA KpamHe Ba-
Ha, TUNMYHAA KNVHUYecKan KapTuHa Bl Habnogaetcs Bcero
B 10-15% cnyyaes.
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KINMMHWYECKME PEKOMEHZALINNA

Bl y HOBOpoOXAeHHbIX MNpoABnAeTcA caenyowmnmn
CUMMTOMaMM:

+ nepeHoleHHasa 6epemeHHOCTb (6onee 40 Hep);

- 6onbluas Macca Tena npu poxaeHun (6onee 3500 r);

+  OTeYHOe NnLO, ry6bl, BeKU, NONYOTKPLITLIA POT C LIMPO-
KWM, «pacriacTaHHbIM» A3bIKOM;

+  JIOKaNM30BaHHble OTEKM B BUAE MIIOTHBIX «MOZYyLIeYeK»
B HaOKJIOUNYHBIX SIMKAX, TbUIbHbIX MOBEPXHOCTAX KU-
cTen, cTon;

+  MPUW3HAKU HE3PenocT! NPU JOHOLIEHHOW MO CPOKY be-
peMeHHOCTY;

+  HUW3KWIA, rpy6bI ronoc Npwv nnayve, KPUKe;

« TO34Hee OTXOXKAEHNE MEKOHMSA;

+  Mo3fHee OTnafeHue NyroYyHoOro KaHaTuKa,

«  MJioXas 3NuUTeNr3auus NyrnoYHom paHky;

+  3aTAHYBLUAACH XeNTyxa.

Y pneten bonee cTapluero Bospacta (nocse 5-6 mec) knu-
HUYECKNE NPOABNIEHUS TMMOTUPEO3a CXOXKN C NPOSABJIEHUS-
MM Yy B3pOCsibiX. [TOMUMO 3TOro, Npu OTCYTCTBUM NEYEHUs
y Aetein ¢ Bl Ha nepBbIn NnaH BbICTynaeT HapacTaloLlasn 3a-
JepKKa NCUXOMOTOPHOrO, pU3NUYECKOTro, a 3aTEM U NMOJIOBO-
ro pasBUTUS.

OTcTaeT pa3BuTUE MOTOPUKN:

«  [eTV BAJbl, YaCaMU MOTYT JieXaTb CMOKONHO, He NposB-
nAs 6eCrnoKoNCTB NP rosioAae;

+  HE UHTEepeCyTCA UrpyLlKamu;

«  MO3AHO HaUMHAaIT CUAETb, XOAUTb.

Ko>KHble NOKpOBbI:

«  CyXuve, XXenToBaTble, LWeNyLaTCA 13-3a NOHUKEHHOW Ce-
Kpeunn roTOBbIX U CabHbIX XKeNie3, NMEelT «MpPaMop-
HbI» PUCYHOK, XOJNIOAHbIE Ha OLLyTb;

+  BOJIOCbI IOMKWMeE Cyxue, 6e3 bnecka, yCUSIeHHO BbiNaAatoT.
XapaktepHa cebopesi BONIOCMCTON YacTu ronoBbl, J16a,
BeK;

«  HOITV JIOMKUE, C TPELUHaMW;

+  OTMeYaeTCA MedJIEHHbIN POCT BONOC U HOFTEN.
XapaKTepeH KOMMEeKC pecnnpaTopHbIX CMUMNTOMOB:

+ 3aTpyAHEeHHOe HOCOBOE [bIXaHue;

«  CTPUAOP;

+  LMaHO3 HOCOry6HOrO TPEYTOJNIbHIIKA;

+  HUW3KWUWA, rpyobIN ronoc;

+ yYacTble NpocTyaHble 3aboeBaHms.

BbipakeHbi:

«  aAnHamus;

+  TWMOTOHWA MBbILWLL: BbIMYKJbIA XUBOT C MYMOYHOW rpbl-
YKel, pacxoXaeHne NPAMbIX MbILLLL >KNBOT3;

+ 0OCaHKa C MNOSICHNYHBIM JIOPAO30M, BbICTYMNAIOLMMU ArO-
ZAMLaMU 1 NOJSTYCOrHYTbIMU KOJIEHAMUY;

+  YacTble 3arnopbl, METEOPU3M.

XapakTepHbil:

« TMOCTHaTa/IbHOE OTCTaBaHUE B POCTE;

« Mporpeccupyiollee 3amedsieHne CKOPOCTU pocTa (CKo-
pocTb pocTta 6onee yem Ha 1 SD Hmxe (Npu XxpoHosoru-
yeckom Bo3pacTe >1 roga)) 4na COOTBETCTBYHIOLLErO XPOo-
HOJIOrMYeCKoro Bo3pacTa 1 rnona;

«  BbIpa’KeHHAs HM3KOPOCIOCTb (POCT HMXKe 3-TO nepLeH-
TUAA N HWXKEe 2 CTaHZAPTHbIX OTKNOHeHU (<-2,0 SDS)
OT CpefHeln B NonynAuny Ans COOTBETCTBYIOLLETO XPO-
HOJIOTMYEeCKOro Bo3pacTta 1 nona);

«  nponopuuy Tena 6NM3KU K XOHAPOAMCTPOOUYECKM
(KO3PPULMEHT «BEPXHUIN/HVXKHUIA CErMeHT» Gonblue
HOPMaJIbHbIX 3HAYEHWNIA).
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XapakTepHbl:

+ HepgopasBMTME KOCTel NMLEBOro cKeneta npu yaosneT-
BOPUTENbHOM POCTe KOCTEN Yyepena;

+  WIMPOKaA 3anaBLias NepeHocmua;

+ runepTenopusm;

+  no3pHee 3aKpbiTUE GONBLIOrO 1 MaNoro POSHUYKOB;

+ no3pHee nNpopesbiBaHMe 3y60B 1 1X 3arno3ganas cMeHa.
XapakTepHbl:

+  MpUrnyLeHHble TOHbI cepaua;

« Opagukapgwus;

+  OYHKUMOHANbHBIN LWYM;

+  pacluMpeHHbIe rpaHnLbl cepaua;

+ TMOHWXEHHOe apTepuasnibHoe 1 NysibCOBOE AaBJIEHME;

+  3ageprkKa NonoBoro cospesaHus [1].

TpaH3UTOPHLIA FMNOTMPEO3 HOBOPOXKAEHHbIX —
COCTOAHME BpEMEHHON (npexopAwen) rUnoTUPOKCK-
Hemnn, ConpoBOXAaalolleeca nosbiweHnem ypoBHAa TTT
B KpOBU. TpaH3MTOpPHOE noBbllleHne ypoBHA TTI B 60nb-
LUMHCTBE CJIyYaeB CBAA3aHO C GYHKLMOHANbHOWM He3peno-
CTbIO rMMNOTaNaMo-runopun3apHoO CUCTEMbI B MOCTHATasb-
HOM nepuoge.

[laHHOe cocToAHME Yalle BCero BCTpeyaeTca B cnepy-
IOWMX CyYasnx:

» Yy HOBOPOXAEHHDIX, UbW MaTePU BO Bpemsi bepemMeHHo-
CTV HAXOQWNUCb B COCTOAHMM AedurumTa unm m3bbiTKa
nopa;

» Yy HOBOPOXKJEHHbIX C HU3KOW MAcCoM Tena npu poxae-
HUK (<1500 1) N HegOHOLWEHHbIX AeTeln (recTauMOHHbIN
BO3pacT <36 Hep);

» 'y jeTeli C BHyTPpUyTPOOHON (U NOCTHaTaIbHOM) rMnoTpo-
duren;

» y [eTel, POXKAEHHbIX OT MaTepel C ayTOUMMYHHbIMU 3a-
6oneBaHuaAMY LLIXK (BO3MOXKHas TpaHCMnaLeHTapHas ne-
penaya aHTuTen, bnokmpyowrx peyentop K TTT);

>y beTel, MaTepu KOTOPbIX MONyYany BO Bpems 6epemeH-
HOCTU 6onbluMe [03bl AHTUTUPEOWIHbLIX MPENApPaToOB
no nosogy 6onesHu MpeliBca. Y Takux geTen, Kak npasu-
10, NPV POXAEHUN NMeeTcst 300, MO Mepe BblBeeHNA
NEKapCTBEHHbIX NpenapaToB 13 KpoBu pebeHka Habsto-
[laeTcA TEHAEHUNA K ero YMeHbLUEHWIO;

» 'y petenl ¢ BHYTPUYTPOOBHbIMK BMPYCHO-OaKTepuanbHbl-
MU NHOEKUUAMM.

Ha sTane nepBUYHOro CKPUHMHIa NPaKkTUyYeCcKn HEeBO3-
MOXHO PasfiunTb BPOXKAEHHbIA U TPAH3UTOPHbIA TMNOTY-
peo3. PasrpaHuuyeHme 3TMX COCTOAHWIA HeobxoaMMo Mpo-
BOAUTb Ha |l 3Tane CKpMHKHra, TO eCTb B NONINKINHUYECKUX
yCNoBUAX, NPY NMOBTOPHOM OMNpeAeneHnn KOHLEeHTpauun
TTT n ceo6oaHoro T, B CbIBOPOTKE Ha GpOHe OTMeHbI 3ame-
CTUTENbHOW Tepanunu.

MpepnKTOpPbI TPAH3UTOPHOIO FNMNOTUPEO3a:

» MCXOQHO HOPMasbHBbIN YypoBeHb cBoboaHoro T4;

» TTI KanunnsapHou Kpoeu meHee 30 MEA/N Ha 3Tane cKpu-
HUHra.

» HM3Kasa 403a IEBOTUPOKCMHA HAaTPUSIB TEYEHUE NEPBOro
rofia »ku3Hu (ypoBeHb yb6eauTeNIbHOCT! PEKOMEHAALNIA
(YYP) — B; ypoBeHb [OCTOBEPHOCTU [OKa3aTesbCTB
(YAR) —2)[18].

BTropuuHbI rMnoTUpeos uyalle BCEro ABNAETCA cnel-
ctBuem runonutymntapmsma (ITl), nosTomy Hanvumne apyrux
TUNUYHBIX cMMnToMOB [Tl (NOpPOKM pPasBUTUA FONOBHOIO
MO3ra 1 4yepena, rMnoOrinKeMnUY, MUKPOMEHNA, KpUnTop-
XN3M Y ManbymMKOB) MO3BOMAET 3aN0f03PpUTb NPaBUSIbHbIN
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[AMarHo3s. BTOpuyHbIf runotupeos, obycoOBAEHHbIN HApy-
weHnem GyHKUMM ageHornnodusa unm runotanamyca (my-
Taumm reHoB Pit-1, PROP-1), conpoBoXxpaeTcsa aebuunutom
He TonbKo TTI, HO N ApYrMX TPOMHbIX TOPMOHOB. Bpoxaer-
HbI M30NMPOBaHHbIN aebuunt TTI — KpaliHe pegkoe ay-
TOCOMHO-PeLEeCcCUBHOE 3ab0NeBaHNe, MPUUYMHOWN KOTOPOroO
ABNAIOTCA MyTauun reHa TSH a- n -cyobegunny [15-17,
19-23].

Mo cpaBHeHUIO C NepPBUYHBIM, BTOPUYHbIA MMNOTUPEO3
XapakTepulyeTca b6onee CTEPTON M MATKON KIMHUYECKOW
KapTuHow. lNpy BTOPUYHOM IMNOTUPEO3e KOHLUEeHTpauunm
obuwero n ceoboaHoro T, CHMXeHbl, a ypoBeHb TTI MoxeT
6bITb YMEPEHHO MOBbILIEHHbIM, HOPMAIbHbIM UJIN CHUXKEH-
HbIM. TPaH3UTOPHbIN BTOPUYHbIA TMNOTUPEO3 Yalle BbIAB-
NAT Y HeQOHOLWEHHbIX M ManoBeCHbIX HOBOPOXAEHHbIX.
OH moxeT 6bITb 06ycnosneH HespenocTtbto [TC unm M. OT-
JINYNTb NCTUHHDBIA BTOPUYHBIA MMNOTMPEO3 OT TPaH3UTOP-
HOroO BTOPUYHOIO rMNoTUpPeOn3a OYeHb CNIOKHO. CHMXeHMne
yposHen T, n T, y HEAOHOLIEHHbIX HOBOPOXAEHHbIX OTPa-
»KaeT X aganTaumio K CTpeccy 1 He ABMAETCA NoKasaHnem
ONA 3aMeCTUTeNIbHOWN Tepanuu TUPEOUZHbIMA FOPMOHaMMU.
K 1-2-my mecauy xu3Hu yposHu T, 1 T, B CbIBOPOTKE MO-
CTENeHHO YBENUYMBAIOTCA U JOCTUrAOT HOPMasbHbIX 3Ha-
YeHWI, XapaKTepPHbIX ANA JOHOLWEHHbIX AeTeln TOro e BO3-
pacTta. IcTuHHble HapyweHna ¢yHkumm LK y Taknx petei
MOXHO BbIIBUTb NOC/IE HOPManM3aunn Nx Beca U pasBuTnA
[18, 20, 24, 25].

2. ANATHOCTUKA 3ABOJIEBAHUA U COCTOAHNA.

Kputepun yctaHoBneHusa gnarHosa

OcHOBHaA Uenb CKpuUHUHra Ha Bl — makcnmanbHO
paHHee BblfiIBNIeHNE BCEX HOBOPOMXAEHHbIX C MOBbILLEHHbIM
yposHeM TTI B KpoBu. [leTn ¢ aHOManbHO BbICOKAM YypPOB-
Hem TTT TpebytoT B fanbHelLwem yrnybneHHoro obcnefosa-
HUS 0N NPaBUIbHOM ANArHOCTNKKM 3abonesaHus [6, 14, 20,
21-32].

PekomeHpyetca amarHoctnposatb Bl y HoBopoxaeH-
HbIX COrMacHO pe3ysibTaTaM HeOHaTaslbHOro CKpUHKMHIra Ha Bl
n/vinn nccnepnoBaHus ypoBHa TTT B KpoBK, YPOBHA T4cCB.) Cbl-
BOPOTKM KpoBu [1, 2, 14, 21-27] (YYP — G YO 4 — 3).

PekomeHpyetca vccnefosaHne yposHA TTI B KpoBu
Yy HOBOPOXEHHOrO He No3fHee 5 cyT XunsHu (ONTUManbHbIN
CPOK — MOJHble 3-1 CYTKN) B NATHE LieNibHOW KpoBu [1, 2, 14,
21-271 (YYP — G yao4 — 4).

PekomeHpo0BaHO 06CniefoBaHMe 1 AanbHellliee Habno-
JeHune neten B Tpu 31ana [1, 2, 14, 21-27].

+ | 3Tan — poannbHbIV OM, CTaLMOHAP, AeTCKaA NOANKIN-

HUKa;
« |l aTan — mMepgumKo-reHeTMyeckas nabopartopus;
« |l 3Tan — pgeTtckaa nonuknnHukKa [1, 19].

I 3man — poounbHbIli 00M, cmayuoHap, 0demckas no-
JIUKJIUHUKG.

Y BCeX AOHOLIEHHbIX HOBOPOMKAEHHbIX aHANN3 KPOBU
Ha CKPVHVHT (KanunnsipHasa KPoBb 13 NATKM) 6epyT He no3a-
Hee 5-X CyTOK XU3H1 (ONTMManbHO MO NPOLLECTBMM NOJHbIX
3-X CyTOK C MOMEHTa POXAeHUs), y HeJOHOLLUEHHbIX AeTen —
Ha 7 v 14-11 OeHb XN3HW; Kanau (B Konnuyectse 6—8 Karnesb)
HAHOCATCA Ha CreuranbHyl0 MOPUCTYIO GUITBTPOBANbHYHO
6ymary.

Bce o6pasLibl KpOBU OTCbINAIOT B CMELMANN3MPOBAHHYIO
MEJMKO-TEHETUYECKYIO labopaTopuio.
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Il sman — meduko-2zeHemu4eckasa nabopamopus.

B nabopatopuu npoBoAsaT onpefeneHne KOHLeHTpauum
TTI B cyxux nATHaX KPOBMU.

Ona puarHoctuku Bl npumeHaeTca maccoBoe onpefe-
neHve TTI B KanunnapHom Kposu (Hanpumep, AsTolendusa
Heo-TnpeoTponHbIii ropMOH, MeTof GprioOpPUMETPUYECKOTO
aHanu3a). NMoporosble 3HauyeHuss TTI onpepensaioTca Habo-
pamu NPUMeHsEMbIX TECT CUCTEM B Kaxou nabopatopuu.

1. TTI KanunnapHon KpoBu meHee 9 MEa/n y goHOLWwEH-
Horo pe6eHka B Bo3pacTe 4-14 gHell CYMTAeTCA HOPMOIA.

2. TTT kanunnAapHon KpoBu Bbiwe 9 MmEa/n y noHo-
WeHHoro pebeHka B Bo3pacTe 4-14 gHel TpebyeT NOBTOP-
Horo onpegenexna TTI 13 Toro e obpasua Kposw, nNpu
NoJlyYEeHNN aHaNoOrMYyHOro pesysnbTaTa MNPOoBOAAT CPOYHOE
yBegomneHue JIMY ana noBTopHOro 3abopa Kposwu (petecT)
M [OCTaBKM obpasiua KanuiiasipHON KpoBu B flabopaTtopuio
HEeOHaTaNIbHOro CKPVHWHIa AnA onpegeneHna yposHA TTT.

A. TTI kKanunnapHoi Kposu ot 9,0 o 40,0 mEa/n: B na-
6opaTtopun NoBTOpHO onpegensioT TTI 13 Toro xe obpasua
KPOBU, NPY NONYYEHUN aHANOTMMYHOrO pe3ysibTaTa NPoBOAAT
CpPOYHOE yBEAOMIIEHVE MONUKIMHUKA 1 3ab0p BEHO3HON
Kposu ana onpegeneHna TTI n T4cB. B cbIBOPOTKe nnm pe-
TecTupoBaHue (MOBTOPHbIN 3a60p KanunnApHoi KpoBu).

b. TTI kanunnapHoin KpoBu Gonee 40,0 mEg/n: B na-
6opaTopun NoBTOpHO onpegensioT TTI 13 Toro xe obpasua
KPOBU, MPY NOMyYEeHNM aHANIOrMYHOro pesysbTaTta — MPOBO-
[AT CPOYHOE YBeJOMIIEHUE NOMMKIVNHWKM 1 3a00p BEHO3HOM
KpoBw ana onpepaenexna TTI n ceoboaHoro T, B CbIBOPOTKe.
He poxugaacb pesynbraToB, Ha3HaYaeTCcA 3amecTUTeNb-
HaA Tepanua TUpeoUAHbIMU Mpenaparamu, Npy HeBO3-
MOXHOCTU MOJyYeHUsi Pe3yNbTaToB B AeHb 3abopa KpoBWU.
Ecnn nonyuyeHHble pesynbTaTbl OKaXyTCA B npefenax Hop-
MaJibHbIX 3HaUeHWi, Tepanus byneT oTMeHeHa [1, 19].

WHTepnpeTauua pesynbTaTOB peTecTMpOBaHUA B Ka-
NUANAPHON KPOBMU:

« TTI kanunnApHon KpoBu meHee 9 MEA/n (ona perven
oT 4 no 14 gHen) n 5 MEL/n n meHee (anAa peten ctaplie

14 nHel) — pebeHOK 340POB;

- TTI kanunnsapHoln KpoBu 6Gonee 9 MEa/n (ana peten
oT 4 go 14 pHen) n 6onee 5 MEa/n (ona getel cTape

14 gHen) — yTOYHAOWaA ANarHocTrKa.

MHTepnpeTauma pe3ynbraToB MCCnegoBaHNA BEHO3HON
KpOBU (YTOYHAIOLWAA ANArHOCTUKA):

- TTI B cbiBOpOTKE MeHee 6 MEm/n, cBobGOAHbLIN T4CB.

B Mpefenax HopMasbHbIX 3HaUeHU: pe6eHOK 300POB;

« TTI B cbiBOpoOTKe OT 6 Bo 20 mEa/n npu HopmanbHOM
ypoBHe T4CB. 4/1 COOTBETCTBYIOLLErO BO3pacTa y pebeH-

Ka cTapue 3 Heg (21 gHA), NoKa3aHo:

a) npoBefeHne AMAarHOCTUYECKNX NCCNefOoBaHNN C Le-
nbio BU3yanusaumm LLXK;

6) 06CyKOeHUe C CEMbel AByX BO3MOXHbIX BapUaHTOB
BefleHVA pebeHKa: 1) HemeieHHOe Hayano Tepanum
NIeBOTUPOKCUHOM HaTpma** ¢ nocnepylowmm pete-
CTUPOBaHKEM TUpPeongHoON GyHKUUN (onpeaeneHne
TTT n T,cB. B CbIBOPOTKE) B Gosee cTaplem Bo3pac-
Te Ha ¢OHe OTMEHbI JleYeHus Unn 2) BoaepaHue
OT Tepanun Jo NONyYeHNA pe3ynbTaToB NMOBTOPHOIO
onpegeneHna TTI n ceoboaHoro T, B CbIBOPOTKe, KO-
TOpOoe AOMKHO ObITb MPOBefeHO Yepes 2 Hef,.

- TIT B cbiBOpOTKE MeHee 20 MEa/n, T CB. HNXKe HOpMab-

HbIX 3Ha4YeHuI No Bo3pacTy (MeHee 10 NMonb/n): neyeHne

NEBOTUPOKCMHOM HaTPUA** HaUMHAETCA He3amMeINTENbHO;
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« TTI B cbiBOpOTKE Bbiwe 20 MEA/n, naxke npy HopManb-
HbIX 3HaYeHVAX T,CB. HE3aMeANNTE/IbHO Ha3HAYaeTCA Te-
panua neBOTUPOKCUHOM HaTpua**.

Il 3man — demckas NONUKAUHUKA.

Ha sTom 3Tane 3a getbmu ¢ Bl, BbiiBNeHHbIM MO pe3ysib-
TaTaM HEOHATaNbHOrO CKPUHWHIA, BeAeTCsa AMHaMUYecKoe
Hab/loageHne BpayaMU-AeTCKUMN SHAOKpUHonoramu [1, 19]
(YYP—C YOO —4).

2.1. XXano6bl n aHamHe3.

2.1.1. [epuo0d HoB8OpOXKOeHHOCMU.
MKano6bi:
+ Ha OTeYHOCTb NNLA;
«  60NblUON A3bIK;
+  HMW3KWUI rofoc Npw niaye u Kprike;
+  3aTAHYBLUYIOCS XENTyXY;
+ Mo3fHee OTrNajeHre NyrnoYHOro KaHaTuKa;
+  MJIOXYI SNUTENN3aLMIO MYMOYHON PaHKM.
B aHamHe3e — nepeHoLleHHas 6epeMeHHOCTb.

2.1.2. 1-Ui 200 XU3HU.
MKano6bi:
* Ha BANOCTb;
+ agvHamumio;
«  OTCyTCTBYE GECMOKONCTBA MPU MOKPOW NENEHKE Y roNofe;
+  OTCYTCTBME MHTEpeca K UrpyLLKam;
*  3afep)KKy MOTOPHOro pa3BUTKA: AeT NO3AHO HaUYMHaT
CUAeTb, XO4UTb;
+  3anopbl;
+  CYXOCTb U1 WenyLleHne KOXHbIX NOKPOBOB;
+  MeAJIeHHbIN POCT BONOC U HOTTEN.

2.1.3. JowKobHbIU U MAadwull WKoJIbHbIU 803pacm
Kano6bi:

*  Ha CyXOCTb U WenyLeHne KOXHbIX MOKPOBOB;

*  «MPAMOPHbIN» PUCYHOK KOXMW;

+  TMNOTEPMULD;

+  CYXOCTb, NTOMKOCTb M YCUJIEHHOE BbiNafeHune Bosoc;

+  MeAJIeHHbIV POCT BOJNIOC 1 HOTTew;

+  3anopbl;

+ OTCTaBaHVe B MCUXOMOTOPHOM Pa3BuUTUY;

*  3afepXKy pocTa.

2.1.4. Cmapwut 8o3pacm.

MKano6bi:
+ Ha(cm. 2.1.3);
+  3aflepP>KKy MOJIOBOrO Pa3BUTUS.

PekomeHgoBaHO: c60p NOAPOOHOro aHamHe3a U1 Xanob
y NauyeHTa Ana npaBUIbHOM NMOCTaHOBKM AMAarHO3a 1 HasHa-
YyeHus neyeHms. Heobxogrmo obpallaTtb BHUMAHME HA KINMHU-
yecKkue CMMITOMbI rmnoTupeo3sa [1, 19] (YYP — G YOO —5).

2.2. dDusukanbHoe ob6cnenoBaHume.
Bl y HOBOpOXAeHHbIX MNpoABNAeTCcA caefylowmnumn

cmMmnTomMamm:

« 6onblias Macca Tena npu poxgeHun (> 3500 r);

+  OTEYHOCTb NMLa, ry6, BEK, MONYOTKPbITHIA POT C LIMPO-
KMM, «PacniacTaHHbIM» A3bIKOM;

+ JIOKaNvM30BaHHble OTeKM B BUAe MIOTHbIX «MOAyLle-
YyeKk» B HAAKMIOUYMYHbIX AMKaX, TbUIbHbIX MOBEPXHOCTAX
Kncten, cton;
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+  MPU3HAKM HE3PEesIoCTV NPU JOHOLLIEHHON MO CPOKY be-
peMeHHOCTH;

+  HU3KWIA, rpyObI rONoC Npy niaye u KpUKe;

« TMO3[HEee OTXOXAEeHNEe MEKOHUS;

+ Mo3gHee OTMafeHue NMyrnoYyHOro KaHaTuka, nnoxas snu-

Tenmsauma NyrnoyHom paHKuy;

+  3aTAHYBLUAACA XeNTyXa.

PekomeHpayeTca ana gmarHoctukn Bly HoBopoxaeH-
HbIX MeguaTpam, HEOHaTONOram N SHAOKPVHOOraM UCMNOSb-
30BaTb WKany Anrap ana geten B B, nomoratouyto 3anogo-
3puTb 3aboneBaHue B paHHKe Cpoku. Mpu cymme 6annos
6onee 5 cnegyet 3anogo3putb Bl [1] (YYP — C; YOO — 5).

2.3.JlabopaTopHble ANArHoCTUYeCcKne nccregoBaHunA.
FopmoHanbHble nccnegoBaHuA.
Maymnentam c Bl pekomeHaoBaHo:

+ uccneposaHue yposHsa TTI B Kposu 1 T,CB. CbIBOPOTKY
KpoBu yepes 2 Heg u 1,5 mec nocnie Havana nevyeHus ne-
BOTUPOKCUHOM HaTpuA, Ha3HAaYe€HHOro No pesysnbTatam
CKPUHWHTA;

+ Ha NepBOM rofy XW3HW KOHTPOSIbHOE ucC/iefoBaHue
ypoBHs TTI B KpoBy 1 T,CB. CbIBOPOTKM KPOBY HE pexe
1 pa3a B 2-3 mec;

+ nocne 1 roga Xun3Hn KOHTPOJSIbHOE UccrnegoBaHne ypoB-
HA TTI B KpoBU U1 T ,CB. CHIBOPOTKM KPOBU HE pexe 2 pas
B rog;

+ KOHTpPOnbHOe nccnegoBaHve yposHA TTI B KpoBM vepes
2 MecC nocne KaXporo M3MeHeHuA OO3VPOBKU NeBOTU-
pokcuHa Hatpus [1, 19] (YYP — G yOO4 —5).

[ononHuTenbHble rOpMOHaNbHbIe NCCNe[OBaHUA.
MauymneHntam c Bl pekomeHAOBaHO Mo NOKa3aHMAM:

+  MCCNefoBaHME YPOBHA CBOOOAHOINO TPUNOATMPOHMHA
(T3cB.) B KpOBY;

+  MCCNefoBaHVe YPOBHs TMpeornobynvHa B Kposu [1, 2, 19]
(YYP— G yog—>5s).

YnbTpassByKoBoe nccnegosaHme LK.
Y3U LK pekomeHgoBaHoO nauuneHTam c BI:

«  ONA ANarHOCTUKK anasum LXK,

« onpepgeneHuns pasmepos LLXK;

+  BbIIBIEHUs Y3/10BbIX 00PA30BaHWI MpU BPOXAEHHOM
306e[1,2,19] (YYP C;,yOO —5).

CumHturpadma LMK (¢ HaTpua neprexHetaTom
[99mTc]).

CumHturpadus LXK pekomeHgoBaHa nauvieHTam c Bl
npw anaasumn Uan SKTonuu no pesynbsratam Y3 LK:

«  [AnAa noateepxaeHus annasum LLXK;
« pnaonpegeneHna guctonum WK [33, 34].

Mo>Ho npoBoguTb BCem fieTaM ¢ Bl, He3aBncnmo ot BO3-
pacTa, B TOM YMCe HOBOPOXAEHHbIM.

Ecnn npu nposegeHun cumHturpadum LXK He Busyanu-
3MpPYeTCA, AUarHo3 He Bbi3blBae€T COMHEHWI. DTOT METOA, UC-
cnepgoBaHusa (B otnnume ot Y3W) no3sonseT BbIABUTb AUCTO-
NUYECKN pacrnonoxKeHHyto TKaHb WK (YYP — C; yO[-4).

BouinonHeHue 0aHHOU npoyedypbl He OOJIXXKHO Mewdmb
C80e8peMeHHOM cmapmy Jie4eHUA J1e80MUpPOKCUHOM Ha-
mpus. OHo npo8odUMCA 8 KOpOMKuUe CPOKU 00 HaYyana usau
8 meyeHue 7 OHell hocjie uHuyuayuu zamecmumesbHoul
20pMOHaIbHOU mepanuu, 1ubo Ha hoHe omMeHbl mepanuu
8 meyeHue 2-3 HeO. [IpumeHeHue HaAMpus nepmexHemama
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[99mTc] ob6ocHoB8aHO csolicmsom Kinemok LXK Hakannusame
O0aHHsbIlU paduogpapmayesmuyeckuli npenapam (Habnwoae-
MbIlU MAKCUMyM HakonsieHus ¢ 10-0 no 30-10 MuHymy noce
8sedeHus), N0006HO Uody (8 CUHMe3e mupeoUOHbIX 20PMO-
HO8 HampuAa nepmexHemam [99mTc] He yyacmeyem, mak
Kak He nodgepaaemcs opz2aHugukayuu). TexHeyuli 06;1a0a-
em Kopomkum nepuodom nosypacnaoa (~6 4) u, coomeem-
CmeeHHO, 00CMAmMOYHO b6bICMPO NOJIHOCMbBIO 8bIBOOUMCH
u3 opeaHu3ma. B Hacmosuwee 8pems HakonseH 0auMebHbIl
oneim (¢ 1960-x 22.) UCNOMbL30BAHUA HAMPUA NepmexHe-
mama [99mTc] 8 neduampudeckoli Npakmuke npu MHO2UX
Ho30/102uAX U 00KA3aHa e2o0 bezonacHocme. 1o cpasHeHuto
c Hampus tiodozunnypamowm, 123-, Hampus nepmexHemam
[99mTc] npumeHAaemca 3HA4YUMeENbHO Yauje, e20 UCNOJslb-
308aHue onpas0aHo 8 nepeyio o4yepedb MeHbwel syyesou
Hazpy3kolU Ha opzaHusM, a makxe 6osee Hu3kol yeHoU
u docmynHocmelo. YcmaHosneHo, 4mo pyoumeHmMapHas
mkaHb LXK npu ee ducmonuu cnocobHa 0ocmamoyHo 0/1u-
mesibHO NPOOYLUUPOBAMb MUPEOUOHbIe 20PMOHbI, ee hyHK-
YUOHAJIbHAA AKMUBHOCMb 3HAYUMEIbHO CHUXAemcs nocsie
decamusiemHe20 803pacma. B smux ciy4dasax moxem 6bimo
duazHocmuposaH Bl ¢ no30HUMuU npossneHUAMU (NO30HAA
¢opma Brl). Cywiecmayrom pasznudHele 8apuaHmsi oucmo-
nuu UK: 8 kopeHb A3bIKA UIU NO X00Y MUPEO2/IOCCASIbBHO20
npomoka, npu 3mom Moxxem Hab1OaMbCA camas pasauyd-
Has cmeneHb msaxxecmu Bl [1, 2, 19, 33, 34].

MonekynapHo-reHeTUYecKoe uccnegoBaHue.
MoneKkynspHo-reHeTUYeCKoe 1CCNIejoBaHE PeKOMEH-

AOBaHO NauneHTam ¢ Bl nocne meanKko-reHeTMYeCkoro KoH-

CYNIBTUPOBaHNA B CEMEMHbIX CyYasnx 3aboneBaHNA Unv npu

coyeTaHun C 4pyron opraHHOW NaTosiornemn:

«  Onda BepuduKaunm gnuarHosa;

« onpeaeneHna TakTMKM MOHUTOPWHra U BedeHUs nauu-
€HTa B CJIOXKHbIX KIMHUYECKUX CITyYasnX U CeMeNHbIX Ba-
puaHTax [35-43] (YYP — G yOo0 — 4).
lMoka3aHa 8bICOKas 3HAYUMOCMb MOJIeKYIAPHO-2eHemu-

YecKo20 ucc/1e008aHuUs 0/ YCMAHOBKU MOYHO20 SMuoJio2u-

yecko20 0UAzHO3d, pe3ysibmamel KOMOPO20 Mo2ym 6bimb Uc-

NoJ1b308aHbI NPU NPoBedeHUU NPeHamMasabHoU OUd2HOCMUKU

8 c/lyyae noomeepx0eHus buannenbHolx Mymayut uau npu

00KA3dHHOM OOMUHAHMHOM HAC1e008aHUU 3a60s1e8aHus

(PAX 8, NKX 2-1).

3. IEYEHUE, BKNNIOYAA MEAUKAMEHTO3HYIO
MWHEMEAOWKAMEHTO3HYIO TEPANWU, AUETOTEPANNIO,
OBE3BOJINBAHUE, MEAULUWHCKUE NOKA3AHUA

M nNPOTMBONOKA3AHUA K MTPUMEHEHNIO METOAOB
JIEMEHNA

3.1. KoHcepBaTuBHOE neveHune.
PekomeHnpoBaHoO nauuneHTam c BI:

+ Cpasy e nocJie YCTaHOBMIEHMA ANArHO3a, a TakXe B CO-
MHUTENIbHBIX C/lyYadx [AOJXHa ObiTb HauaTa 3amMecTu-
TeNbHAA TepanuA npenapaTtamMu NeBOTUPOKCMHA Ha-
TpuA [1];

+ BCA CYTOYHAA [03a NIeBOTMPOKCUHA HaTpuA BBOAUTCA
per 0s ¢ HeGOMbLWNM KONMYECTBOM XMAKOCTU YTPOM
3a 30-40 myH Jo 3aBTpaka. Y ManeHbKux geten gonyctu-
MbIM CYMTAETCA BBeAEHMe npenaparta B PacTONYEHHOM
N pa3BedeHHOM BOAOMW WX FPYAHbIM MOJSIOKOM Bupie,
BO Bpemsa yTpeHHero kopmneHusa [1, 19];
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Ta6nuua 1. OpneHTMPOBOYHbIE PacyeTHble [O3bl IEBOTUPOKCUHA HaTpuay feTel ¢ Bl [1]

Bospacrt Mkr/kr/cyT Mkr/cyT
HepoHoLweHHble HOBOPOXKAEHHbIe 8,0-10,0
0-3 mec 10,0-15,0 15,0-50,0
3-6 mec 8,0-10,0 15,0-50,0
6-12 mec 6,0-8,0 50,0-75,0
1-3 roga 4,0-6,0 75,0-100,0
3-10 net 3,0-4,0 100,0-150,0
10-15 net 2,0-4,0 100,0-150,0
ctapwe 15 net 2,0-3,0 100,0-200,0

«  npu TAXenbix ¢popmax Bl neyeHue cnepyeT HauMHaTb
C MVHVMATbHbIX 403 #11€BOTUPOKCMHA HaTpusA, He bonee
25 MKr/cyT, yBenunumBas fo3sy Kaxgple 7-10 gHel fo ee
ontumuzauum [1] (YYP — G yOO —5).

Kputepun agekBaTtHocTn neyeHuns Bl

- ypoBeHb T,B. B npegenax pedepeHCHbIX 3HaueHWn
(Hopmanusyetca yepes 1-2 Hepf NOCne Havana neyeHus);

« ypoBeHb TTI B npepenax pedepeHCHbIX 3HaYeHUN (Hop-
Manusyetca yepes 3-4 Hefl NOC/ie Hayana fleyeHus);

« MoKasatenu ¢13nYeckoro pasBuTUS B Npedenax Hop-
ManbHbIX 3HayeHun (SDS pocta, SDS ckopocTn pocTa,
SDS IMT);

+  MCUXOMOTOPHOE pa3BuTme pebeHKa, COOTBETCTBYIOLLEE
BO3pacTy;

+ HOpMaJibHble MOKa3aTeNn KOCTHOrO CO3peBaHMA (COOT-
BETCTBME KOCTHOrO BO3pacTa nacnopTHomy) [1,18,43,44].

JleyeHne TPaH3MTOPHOrO FMNOTNPEO3a.

MNaumeHTam C ANArHO30M «TPAH3UTOPHbIA TMNOTUPEO3»
peKomMeHAoBaH cyiefyoLWnin anroput™ BeeHNA.

v CyyeToM TSXKenbIX OCNIOXKHeHMiA Bl npu oTcyTCTBIM paH-
Hero fieyeHus, Havyano Tepanuum NeBOTUPOKCMHOM Ha-
TPUA B MaKCMManbHO PaHHME CPOKM B COOTBETCTBYIOLLINX
BO3pacTy fj03aX C NOCTOAHHbIM KOHTPOMEM FOPMOHaJIb-
Horo npodunsa [1]. TpaH3MTOPHasA TMNOTUPOKCUHEMNSA
MOXET NPOXOANTb CAaMOCTOATENIbHO NPU UCYE3HOBEHWM
BbI3BaBLLUEN ee NPUYUHbI.

v' B COMHUTeNbHbIX cay4yasax B Bo3pacTe nocie 1 roga
NPOBOAWTCA YTOUHEHME AnarHo3a. PebeHky Ha 3-4 Hep
OTMEHSAIOT JIEBOTMPOKCUH HATPUA U HA «YMCTOM POHEe»
onpefensoT yposHu TTI 1 T, CB. B CbIBOPOTKE.

Mpu nonyyenun nokasarenen TTI n T, cB. B npegenax
pedepeHCHbIX 3HaYeHMIl fleYeHNe He BO30OHOBNAIOT, KOH-
TPO/NbHbIE OCMOTPbI C OonpeaeneHnem KoHueHtpauun TTT
1 T,CB. B CbIBOPOTKE MPOBOAAT uepes 2 Hep, 1 v 6 mec nocne
NpeKpaLLeHna eyeHus.

Ecnn pnarHos Bl noaTBepKpaertca, neyeHne neBoTu-
POKCMHOM HaTpmA NPOJOIKAIOT C MOCTOAHHBIM KOHTPOJIEM
3a afieKBaTHOCTbio Tepanun [1, 19]

BHumaHume: ecnu yposeHb TTI Ha ¢oHe Tepanum Kor-
a-nmbo NOBbILWANCA BCIEACTBME HeOCTaTOYHOW JO3bI Ne-
BOTUPOKCUHA HAaTpUA WU HapyLLEHNA CXeMbl ero npuema,
npepbiBaTh leyeHre AnA yTOYHEHWA AUarHo3a He peKOMeH-
ayetca. B atom cnyyae guarHo3 Bl He Bbi3blBaeT COMHeEHUA
[11(YYP— C;ynon—>5).
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3.2. Xupyprunyeckoe neyeHue.

OnepatusHoe neyeHune npu Bl pekomeHgyetca:

naumeHTam, MMerLm 306, Npyu HanuunK:

+ 3JI0KayecTBeHHoOro obpa3oBaHua LUK, nopTeepi-
[JEeHHOro pesynbraTaMy TOHKOUIOJSIbHOW acnmpalm-
OoHHoW 6uoncum (TAB);

+  3arpyAvHHOrO Y3/T0BOTO U MHOMOY3/10BOrO 3003, Bbl-
3bIBaIOLLErO NTOKasIbHbIN KOMNPECCUOHHbBIN CUHOPOM;

nayueHTam 6e3 306a:

+ B CJlyyae NoBpexaeHna (KpOBOTEUEHMA) SKTONUPO-
BaHHOW LLXK;

+ Npu 3aTPyAHEHUN TNOTaHUA TBEPAON MWLM U Hanw-
YUKW KOMMPECCMOHHOMO CUHAPOMA npu sKkTonun WK
[45] (YYP — C;yOO —5).

4. MEANUNHCKAA PEABUJINTALIUA U CAHATOPHO-
KYPOPTHOE JIEMEHME, MEANLUMNHCKME MOKA3AHUNA
N NPOTUBONOKA3AHUA K MTPUMEHEHNIO METOAOB
PEABMJIUTALIUIA, B TOM YACJIE OCHOBAHHbIX

HA NCNOJ1Ib30OBAHUU NMPUPOAHbIX NEYEBHbIX
OAKTOPOB

MaymneHtam c Bl pekomeHpoBaHoO:

+  npodunakTUyeckmin npvem (OCMOTP, KOHCYynbTaLuus)
Bpaya CypAonora-oToNlapyiHronora;

« BpauyebHO-neparornyeckoe HabnogeHne NpU BO3HUK-
HOBEHUU CJIOXKHOCTEN 00yUYeHMs, 3aNOMUHaHKA, OCBOe-
HUA HOBOro MaTepwuana [2, 19].

MpoTrBonokasaHui He onpegeneHo (YYP — C; YOO —5).

5.MPOOUNAKTUKA N AUCNAHCEPHOE HABJIIOAEHMUE,
MEAVWUNHCKMUE MOKA3AHMA N NPOTUBONOKA3AHUA
K NMPUMEHEHWUIO METOAOB MPOOUNIAKTUKHN

[ncnaHcepHoe HabnogeHne N NPOrHos.

MNMaunentam c Bl peKkomeHpyeTcA NOCTOAHHOE KOM-
nnekcHoe yrnybneHHoe HabnogeHWe y cneyuanncTos
pa3Horo npooduns (Bpaya-aHAOKPMHOMOra, Bpava-He-
BpoOJiOra, Bpaua-Cypgonora, noronefa, MeauLMHCKOro
ncuxonora (HeMponcmMxosora); OUeHKa WHTenneKkTyasb-
HOro pPa3BUTMA C NpUMEHeHneM TecTa Bekcnepa (geTckumi
BapVaHT); NPU HaJMUYUMN KOTHUTUBHbBIX HapyLWeHWUR, ncu-
XNYEeCKUX PacCTPONCTB, MOPOKOB Pa3BUTUA — KOHCYb-
Tauma Bpayva-ncuxmaTpa, Bpava-kapguonora u ap.) [1]
(YYP—C YOO —5).
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[po2HO3 8 omMHOWeHUU Heliponcuxuyeckozo passumus
npu Bl 3asucum om mHoxecmea pakmopos. Viccnedosame-
JlU 80 8CEX CMPAHAX CXO0AMCA 80 MHEHUU, Ymo onpeoesis-
rowyro posb 0115 671a20NPpUAMHO20 NPO2HO3A UHMeJlIekmy-
anbHO20 pazsumus pebeHka ¢ Bl, 6e3yciosHo, uzparm cpoku
Ha4yana samecmumesibHOU Mepanuu J1e80MUPOKCUHOM HA-
mpus, xoms pAa0 asmopos yKaswiearom, 4mo 0dxe npu paH-
HeM Had4ane neqeHus y Hebosbwol yacmu demel me unu
UHble HapyweHUs UHMeslJieKma 8ce-maku COXPAaHAMCA.
KpatiHe 8axxHbIM hakmopom A8/1emcs adek8amHocme Jsieye-
HUSA Ha nep8oMm 200y XU3HU. Takum 06pa3om, 3a HeKOMopbIM
uckso4yeHuem, 8ce demu ¢ Bl npu paHHem u adekeamHom
JledeHUU UMelom B03MOXHOCMb 00CMUYbs ONMUMASIbHO20
UHMesnnekmyaneHo2o pazeumus[1, 19].

6. OPTAHU3ALINA OKA3AHUA MEAULIMHCKOMN
nomoLyu.

PekomeHayeTca nnaHoBasd rocnutanusauum B mepu-
LMHCKYIO OpraHu3auuio:
1. NPV HEBO3MOXHOCTM [OCTVXKEHUA LeneBbIX Mokasare-
nei TMPeoUAHbIX FOPMOHOB B aMOYNaTOPHBIX YCITOBUSAX;
2. HEeOOXOAUMOCTN  XUPYPrUYECKOTO  JIeYeHWa  npu
BPOXAEHHOM 300e Ha ¢poHe ageHomato3a (npu 6onb-
WoM pa3mepe 306a Uav ManurHM3aLum y3nosbix obpa-
3oBaHun) [1] (YYP — G, yOO — 5).
He pekomeHayeTca rocnvtanmsauma B CTaloHap npu
BO3MOXXHOCTM JOCTVXEHUA KOMMEHCcaLmmn B aMbynaTopHbIX
ycnosuax [1] (YYP — G yoO —5).
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MokasaHMAa K BbINMCKE NauMeHTa U3 MeAULMHCKON
opraHusayuu:
1. BOCTUXKeHMe LeneBoro YpoBHsA T4CB. B CbIBOPOTKE;
2. ycrnewHo npoBedeHHOeE NiaHOBOe XMpypruyeckoe Bme-
waTtenbcTBo [1].
PekomeHpyeTcA >KCTpPeHHasA rocnutanms3aunsa B megu-
LIMHCKYIO OpraHM3aumio B cJlyyae BO3SHNKHOBEHMA:
1. rMNOTMPEOUAHOWN KOMbI;
2. TUPEOTOKCMUYECKOro Kpu3sa (nepeno3npoBKa NeBOTUPOK-
cnHa Hatpua) [1] (YYP — G yOad —5).

7. AONONHUTENIbHAA NTHOOPMALINA
(B TOM YNCJIE ®AKTOPbDI, BINAIOWNE HA UCXOA
3ABOJIEBAHUA NN COCTOAHUA).

JononHutenbHaa nHGopmaLma OTCyTCTBYET.
OOMNOJIHUTENbHAA NHOOPMALMA

UcTtouHukn ¢uHaHcpoBaHmMA. PaboTa BbiNOSHEHA MO MHMLMATHBE
aBTOpPOB 6e3 nprBneyYeHrs GUHAHCPOBaHN.

KoHpnuKT nHTepecoB. ABTOpPbI AEKNapupylOT OTCYTCTBUE ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
1 ny6nuKaumen HacTosLLen cTaTby.

YyacTtue aBTOpOB. BCce aBTOpPbI 0A06pUNM GUHANBbHYIO BEPCUIO CTaTb
nepep nybnvkauuen, Bbipasuan cornacme HeCTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJIeXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTn
paboTbl.

NPUNOMEHUE A3.

CMPABOYHbIE MATEPUAJIbI, BKJTIOYAA COOTBETCTBUE MOKA3AHUW K MPUMEHEHUIO U MPOTUBOMOKA3AHUIA,
CNOCOB0B MPUMEHEHMA U 403 IEKAPCTBEHHbIX MPENAPATOB, UHCTPYKLUM NO NPUMEHEHUIO
JIEKAPCTBEHHOTIO NMPEMAPATA

Ta6bnuua 1. 3TMONOrMA N PacNPOCTPAHEHHOCTb OCHOBHbIX dopm Bl [1]

MpnunHbl

Yacrota
(%; Ha YNCNO HOBOPOXKAEHHDIX)

MepBUNYHbIA TMNOTUPEOS3.

1. IncreHesus WUTOBUAHON XKenesbl.
AreHe3ua (aTnpeos).
mnoreHesus (rmnonnasus).
Ouctonus.

2. incropmoHoreHes.
HedekT peuentopa TTI.
HedeKT TpaHcnoprTa noaa.
HedeKT nepokcnaasHom CUCTEMBI.
DedekT cnHTe3a TMpeornobynuHa.
HedeKT genognpoBaHus

80-85 (1:4000)
22-42
24-36
35-42
10-15
4 (1:30 000-1:50 000)

penko

1:26 000

1:40 000
penko

LleHTpanbHbIA rMnoTupeos (BTOPUYHbIN, TPETUYHbIN).
CoueTaHHbIN gedununT runodrsapHbIX rOPMOHOB.
M3onnpoBaHHbI geduunt TTI

5-10(1:16 000)
1:75 000-1:100 000

Mepudepurueckas pe3ncTeHTHOCTb K TUPEOUAHbBIM FOPMOHaM

1:100 000

TpaH3UTOPHbIN rMNOTUPEO3

Hewn3BecTHa
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Ta6bnuua 2. Knaccudukauma Bl [1,46]

1. MepBUYHbIN rMNOTVIPEO3

A. lncreHesunsa WMTOBNAHON XKenes3bl: 3KTONNA, aniasus, rmnoniasuns, remmareHesuns.
AccounnpoBaHbl ¢ MyTaunamu reHoB NKX2-1, FOXE1, PAX-8 — B 2% cnyJaes.
MpnunHbl Hen3BecTHbl — B 98% cnyyvaes.

b. AncropmoHoreHes (HapyLeHne CMHTe3a TUpPeouAHbIX TOPMOHOB).
AccouumnpoBaH Co criefyowmmMn reHeTuyeckumm aedektamm:
«  pedeKT HaTpuii-nogHoro cumnopTepa (MyTtauma reHa SLC5A5 (NIS));
+ AedeKTbl NepoKcmaasbl:
« HdedeKTbl cMHTE3a NepeKkncy Bogopoda (MyTtauum reHos DUOX2, DUOXA2, TPO);
+  pgedeKT neHapuHa (cuHagpom MNeHgpena — myTauma reHa SLC26A4 (PDS));
«  pedeKT cuHTe3a TupeornobynuHa (MyTauus reHa TG);
« pedekt genoanposaHua (MyTaumm reHa IYD).

B. PeancreHTtHOCTb K TTT.
AccoummpoBaHa ¢ MyTauuaMN FEHOB:
« pgedekrt reHa peuentopa TTI (TSHR);
+ MmyTauum G-npoTeunHa: nceBgormnonapatupeos tmna 1a.

2. LleHTpanbHbI rMnoTnpeos (BTOPNUHbIN rMNoTupeos)
A. U3onnpoBaHHas HegocTaTouHocTb TTI (MyTauuu reHa, Kogupytowlero a-cybbeguHuy TTT).
b. HegocTtaTouHOCTb TUpPEOTPONUH-pUNN3NHr-ropmoHa (TPI): n3onmpoBaHHasA, CMHAPOM NOBpPeXAeHWA
rmnopusapHoOn HOXKK, NOBPEXAEHME rMnoTaamyca (Hanpumep, ramapToma).
B. PesucreHTHOCTb K TPT (MyTaumn peuentopa TPI).
I. TmnoTnpeos, Bbi3BaHHbIN HEJOCTAaTOMHOCTbIO GpaKTOPOB TPAHCKPMNLW, BOBNIEYEHHbIX B NPOLeCcCbl
pa3BuTua unn GyHKUMoHnpoBaHusa runodpusa (Mytaunu reHos HESX1, LHX3, LHX4, Pit1, PROP1).

3. NMepundepuyecknii rmnoTnpeos
A.Pe3nCTeHTHOCTb K TUPEONAHbIM ropmoHam (MyTauuu reHos THRA n TRHB).
b. HapyweHune TpaHcnopTta TUpeongHbiXx FopMoHOB (cuHApom Allan-Herdon-Dudley — myTtauus reHa MCTS).

4. CuippomanbHble popMbl rMNnoTNpeosa
A. Cungpom MeHapepa (rMnoTnpeos, rMyxota, 306) — myTauus reHa SLC26A4 (PDS) (nedeKkT neHppuHa).
b. Cungpom bamdopga-Jlasapyca (runotnpeos, paciyenHa MArkoro Heba, BONocbl C OCTPbIMU NPAZAMN) —
MyTauusa reHa FOXET (TTF2).
B. Koxepa-[le6pe-CeMmunaHxa CMHAPOM (MblLLeYHas nceBgornnepTpodus, rmnotTupeos).
I. OKToAepmanbHasa gucnaasuA, rMNorugpos, r’MnoTnpeos, LuianapHaa UCKUHe3NA.
. XopeoaTeTo3uc, (rmnoTnpeos HeoHaTalbHbI, PeCANPATOPHbIN AUCTPECC-CUHAPOM) — MyTauuu reHoB NKX
2-1(TTF1).
K. OxupeHune, Konut, rMNOTNpPeo3s — runepTpodua MMoKapaa — 3afiepKKa NCMXn4ecKkoro pasBuTuA.

5. TpaH3UTOPHbBIN rMNOTNPEO3
A. Mprem matepbio aHTUTUPEOUAHbIX MPenapaTos.
b. TpaHcnnaueHTapHbI NepeHoC GNIoKMpYOWNX aHTUTEN K peuenTtopy TTT.
B. eduunt nnv n3buITok Mofa y matepu Ui HOBOPOXAEHHOTO.
I. TeTepo3urotHble MmyTauuu reHoB DUOX2 nnu DUOXA2.
[. BpoxaeHHasA reMaHrnomMa neyeHmn Nam remaHrMosHA4oTennoma.

Tabnuua 3. [lepeKTbl reHOB, NPUBOAALLME K BPOXKAEHHOMY rMnoTrpeosy [1, 3]

° 8 < e

ik fe o _ Zg

$85 £8 ki 3 - E E &8
OuncreHesus LXK 1:4000 AP NKX2-1, FOXE1, PAX-8 - l i l l
CemeliHbin pebunumt TTT Penko AP TSHB, TSHA - l | l |
[vnonuTtyntapmnsm 1:21000 AP PROP-1, Pit-1 - l 1, N l l
Pe3ncrteHTHOCTL K TTT Pepko AP TSHR - l ) l N
HedeKT TpaHcnopTa opa Penko AP SLC5A5, SLC26A4 + l ) i |
HedekT opraHndukaumm noga 1:40000 AP TPO + l 1 1 N, 1
Cungpom NeHgpepa 1:50000 AP PDS + 1, N i i N, 1
HedekT cnHTesa Tl 1:40000 AP TG + ! T 1,1 N, 1
HedekT genognHasbl Pepko AP YD + l ) i N, T
Pe3sncteHTHOCTL K TT 1:100 000 2; THR-B + i T, N 1 )
PesncreHTHOCTb K TT Penko Al THR-A - N[, T317 N N, 1 N

AP — ayTOCOMHO-peLieccuBHbIN TUN HacnefoBaHus; Al — ayTOCOMHO-AOMUHAHTHBbIN TN HacnepoBaHUA; N — HOpMa; T — BbllLe HOPMbI; | — HUXe HOPMbI.
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NPUNOMXEHME B.
ANrOPUTMbI AEVNCTBU BPAYA

ANFOPUTM HEOHATAJIbHOTO CKPUHUHTA HA BPOXAEHHbIA TMNOTUPEO3
(AOHOLLEHHbIE AETW)

PoannbHbIn gom CraumoHap Monnknuunka

C6op 06pasLi0B KPOBU
1 [OCTaBKa B pervioHasnbHylo nabopatopuio
HeoHaTanbHOro (MacCoBOro) CKpUHUHTa

Y

JlabopaTtopus HeoHaTaNbHOro
(MaccoBoro) ckpMHMHra
onpegeneHne TTI
B CYXOM MATHE KPOBMU

Y

YpoBeHb TTI YpoeHb TTT 6(3/1'?;3:; Il)\/E:An
no 9 ME/mn 6onee 9 ME/mn
KoHcynbTauma
Ha 4-14 oeHb XXU3HWN Ha 4-14 geHb XXU3HU
SHAOKpMHonora!l
TTr-HopMma
Y

NHbopmaumsa B JINY
(cTaumoHap, poaLoM, NOANKINHNKA)
[Ns NOBTOPHOro 3a6opa KpoBu (peTecT)
1 gocTaBKa obpasua B labopatopuio
HeOHaTaJIbHOro (MacCOBOro) CKPMHUHIA

Y

A4
YTouHsAoWan AnarHocTrKka
Petect B nabopatopun YpoBeHb TTT WwaA A
N .| Habniopenune
HeoHaTasIbHOro > 6onee 5 ME/mn >
SHOOKpMHONOra
(MaccoBoro) cKkpMHuMHra cTapue 14 gHA XN3HN
JleueHne
YposeHb TTT
Jo 5 ME/mn
cTtapuwe 14 gHA »KU3HU

!

TTT-Hopma
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MPUNOMEHUE I'"-r2.

LWKAJIbl OLUEHKW, BONMPOCHUKU U APYTUE OLEHOYHbIE MHCTPYMEHTbI COCTOAHNA NALUEHTA,
MPUBEREHHbIE B KMTMHNYECKUX PEKOMEHAALUAX

NMPUNOMEHUET1.
LWWKAJIA ANTAP ANnAa AUATHOCTUKU BPOXXAEHHOIO TMMOTUPEO3A Y HOBOPOXXAEHHbIX

HassaHue: Wkana Anrap gnsa gnarHoCTUKMN BPOXAEHHOIO rmMnoTupeo3a y HOBOPOXAEHHbIX.

WcTouHuk: Jepos U.W., MeTepkosa B.A. CnpaBOYHUNK AETCKOrO SHAOKpUHosora. M.: Jntteppa, 2020.. C. 98.
Tvin: wWKana oueHKu.

Ha3HaueHue: oueHKa KNIMHNYECKNX CUMNTOMOB AJ1A ANarHocTuku Bl

CopeprkaHue (LIAGMOH) 1 KNKUYM MHTEPRPeTaLuu.

KnuHuuyecknin npusHak KonunuectBo 6annos
MynouHas rpbika 2
OT1eyHoe n1uo 2
3anopbl 2
MeHckni non 1
bnegHoOCTb, rMNoTEPMUA KOXN 1
YBenuyeHHbIN A3bIK 1
MblweyHasa rmnoToHnA 1
MKentyxa gonblie 3 Hepenb 1
LLlenywwieHne n cyxoCTb KOXK 1
OTKpbITbIN 34HNIA POAHNYOK 1
bepemeHHOCTb gnunacb 6osnee 40 Hegenb 1
Macca Tena npu poxxgeHun 6onee 3500 r 1

MoacHeHuA: gnarHo3 Bl yctaHaBnuBaeTca npu cymme 6annos 6onee 5.

NPUNOXEHME 2.
TECT BEKCJIEPA (ETCKUIA BAPVUAHT)

Ha3BaHue Ha pycckom A3bike: TecT Bekcnepa (geTckunm BapumaHT)

OpwruHanbHoe Ha3BaHue Wechsler Intelligence Scale for Children, WISC

NcTouHuk (odurumanbHbin caliT pa3paboTumkoB): TecT Bekcnepa: guarHOCTUKa CTPYKTypbl MHTeNNeKTa (OeTckuin Bapu-
aHT): MeToguuyeckoe pykoeogcTteo/l0.U. OunumoHeHko, B.U. Tumodee. — CaHkT-lNeTepbypr: MMATOH, 2016. — 106 ¢. —
(MMATOH. NpodeccroHanbHbIN NCUXONOrMYECKNiA UHCTPYMEHTapUin) www.imaton.com

Tvin: WKana oueHKn

Ha3HaueHwue: nccnegoBaHue CTPYKTYpPbl MHTENNEKTa y geten ot 5 go 16 net

CopeprkaHue (LWAbMoH) 1 KNoumn NHTeprpeTauus:

WISC (gna peteinn ot 5 oo 16 ner)

Bep6anbHas yactb HeBep6anbHas yacTb
0CBeJOMJIEHHOCTb HeZocCTalowWwme aeTanu
MOHATNINBOCTb NocnefoBaTeNIbHOCTb KaPTUHKM
apudmeTnUecKnin Ky6ukn Koca
CXOACTBO cKknagbiBaHue ouryp
CNOBapHbIN wundposKa
noeTopeHue Lnuop NabrpuHTLI
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OueHKa NHTeNNeKTyanbHoro passuTua (1Q)

ypOBeHb

meHee 70 YMCTBEHHas OTCTanocTb

70-79 NOrpaHUYHbIN ypOBEHb

80-89 CHUXEeHHaA HOpMa NHTeJN1eKTa
6onee 90 HopMa

90-109 CpefHui ypoBeHb

110-119 XopoLlaa Hopma

120-129 BbICOKU UHTENNEKT

6onee 130 BECbMa BbICOKMI

MosAcHeHUA: 3a Kaxabl CybTeCT mauneHT nosnyyaeT onpefeneHHoe Konnyectso 6annos, B nocnegywoulem 6anbHas

OLleHKa NepeBoANTCA B LWIKasbHYO B 3aBUCMMOCTU OT BO3pacTa. B xope TectupoBaHus onpepensetca 1Q o6wuin — vHTe-
rpasbHbI NOKasaTesb, ABAAIOWNACA UHAMKATOPOM obLiero nHTennekTa, IQ Bep6anbHbIli — NoOACTPYKTYpa O6LEro nH-
TennekTa, QyHKLUUOHVPOBaHKE KOTOPOW OCYLLECTBAAETCA B BepOasibHO-Nornyeckon G¢opme C npemmyLLecTBeHHOM Onopon
Ha 3HaHVA. |Q HeBep6anbHbIN — TaKXe ABNAETCA NOACTPYKTYPO 0OLLEero UHTENNEKTa, YCNELHOCTb BbINOHEHUSA JaHHON
YacTy TecTa CBA3aHa C yMeHUAMU ob6crielyemoro, 0CO6eHHOCTAMM ero NCUXobU3nYeCKnx, CEHCOMOTOPHbIX 1 NEPLENTUBHBIX
XapaKTEPUCTUIK.

Mpo6nembl s3HAOKpUHONOrMK 2022;68(2):90-103

CMNCOK JIUTEPATYPbI | REFERENCES

[Nenos N.W., MNMetepkosa B.A. CnpaBOYHMK AETCKOrO
3HAOKpUHOoNora. — M.: Jlutteppa; 2020. C. 91-103. [Dedov I,
Peterkova VA. Spravochnik detskogo endokrinologa. Moscow:
Litterra; 2020. P. 91-103. (In Russ.)].

BaawHa T.A. BpoxdeHHeIl 2unomupeo3: 3nudemuosnozus, Cmpykmypa u
coyuansHas adanmauus: Auc. ... KaHa. Hayk. — M. 2011. 26 c. [Vadina
TA. Vrozhdennyi gipotireoz: epidemiologiya, struktura i sotsialnaya
adaptatsiya [dissertation]. Moscow: 2011. 26 p. (In Russ.)].

CuHHau I [lemckas mupeoudonoeus / Nog pep. MNetepkosoit B.A. —
M.: 2016. 304 c. [Sinnai G. Detskaya tireoidologiya. Ed by

Peterkovoi VA. Moscow: 2016. 304 p. (In Russ.)].

Lain SJ, Bentley JP, Wiley V, et al. Association between borderline
neonatal thyroid-stimulating hormone concentrations and
educational and developmental outcomes: a population-

based record-linkage study. Lancet Diabetes and Endocrinology.
2016;4:756-765. doi: https://doi.org/10.1016/52213-8587(16)30122-X
Zwaveling-Soonawala N, van Trotsenburg AS, Verkerk PH. The
severity of congenital hypothyroidism of central origin should not
be underestimated. Journal of Clinical Endocrinology and Metabolism.
2015;100:E297-E300. doi: https://doi.org/10.1210/jc.2014-2871
Rovet JF. The role of thyroid hormones for brain development

and cognitive function. Endocrine Development. 2014;26:26-43.

doi: https://doi.org/10.1159/000363153

[Nenos N.W., besnenkmHa O.b., BagnHa T.A., 1 ap. CKpUHUHT

Ha BPOX/AeHHbIN runoTrpeos B Poccuitckorn Oepepauun //
pobnemel sHOOKpUHOMO2UU. — 2018. — T. 64. — N21. —

C. 14-20. [Dedov II, Bezlepkina OB, Vadina TA, et al. Screening

for congenital hypothyroidism in the Russian Federation.

Problems of Endocrinology. 2018;64(1):14-20. (In Russ.)].

doi: https://doi.org/10.14341/probl201864114-20

Barry Y, Bonaldi C, Goulet V, et al. Increased incidence of congenital
hypothyroidism in France from 1982 to 2012: a nationwide
multicenter analysis. Annals of Epidemiology. 2016;26(100):E4-105.
doi: https://doi.org/10.1016/j.annepidem.2015.11.005

Deladoéy J, Ruel J, Giguere Y, et al. Is the incidence of congenital
hypothyroid-ism really increasing? A 20-year retrospective
population-based study in Québec. J Clin Endocrinol Metab.
2011;96:2422-2429. doi: https://doi.org/10.1210/jc.2011-1073
LaFranchi SH Approach to the diagnosis and treatment of neonatal
hypothyroidism. J Clin Endocrinol Metab. 2011;96:2959-2967.

doi: https://doi.org/10.1210/jc.2011-1175

Gruters A, Krude H. Detection and treatment of congenital
hypothyroidism. Nat Rev Endocrinol. 2012;8:104-113.

doi: https://doi.org/10.1089/thy.2014.0460.0.1038/nrendo.2011.160
Makpeukas H.A. MonekynapHo-eeHemuyeckue 0CHo8b!

BPOXXOEHHO20 2UNOMUPEO3d: AHAIU3 C NPUMeHeHUeM Memooos
8bICOKO3(PHKMUBHO20 NAPAIIENbHO20 CeK8eHUPOBAHUA: [INC. ...

20.

21.

22.

23.

doi: https://doi.org/10.14341/probl 12880

KaHA. Hayk. — M.: 2018. 28 c. [Makretskaya NA. Molekulyarno-
geneticheskie osnovy vrozhdennogo gipotireoza: analiz

s primeneniem metodov vysokoeffktivnogo parallel'nogo
sekvenirovaniya [dissertation]. Moscow: 2018. 28 p. (In Russ.)].
Beck-Peccoz P, Rodari G, Giavoli C, et al. Central hypothyroidism —
a neglected thyroid disorder. Nature Reviews Endocrinology.
2017;13:588-598. doi: https://doi.org/10.1038/nrendo.2017.47
Grasberger H, Refetoff S. Genetic causes of congenital
hypothyroidism due to dyshormonogenesis.

Current Opinion in Pediatrics. 2011;23:421-428.

doi: https://doi.org/10.1097/MOPOb013e32834726a4

Ferndndez LP, Lépez-Marquez A, Santisteban P. Thyroid

transcription factors in development, differentiation

and disease. Nature Reviews Endocrinology. 2015;11:29-42.

doi: https://doi.org/ 10.1038/nrendo0.2014.186

Peters C, van Trotsenburg ASP, Schoenmakers N. Diagnosis of
endocrine disease: Congenital hypothyroidism: update and
perspectives. European Journal of Endocrinology. 2018;179:297-317.
doi: https://doi.org/10.1530/EJE-18-0383

Szinnai G. Clinical genetics of congenital hypothyroidism. Endocrine
Development. 2014;26:60-78. doi: https://doi.org/10.1159/000363156
Park IS, Yoon, JS, So CH, et al. Predictors of transient congenital
hypothyroidism in children with eutopic thyroid gland.

Annals of Pediatric Endocrinology & Metabolism. 2017;22(2):115.

doi: https://doi.org/10.6065/apem.2017.22.2.115

Leger J, Olivieri A, Donaldson M, et al. European Society for Paediatric
Endocrinology Consensus Guidelines on Screening, Diagnosis, and
Management of Congenital Hypothyroidism. J. Clin. Endocrinol.
Metab. 2014;99(2):363-384. doi: https://doi.org/10.1210/jc.2013-1891
Nicholas AK, Jaleel S, Lyons G, et al. Molecular spectrum of

TSHB subunit gene defects in central hypothyroidism in

the UK and Ireland. Clinical Endocrinology. 2017,86:410-418.

doi: https://doi.org/10.1111/cen.13149

Hermanns P, Couch R, Leonard N, et al. A novel deletion

in the thyrotropin Beta-subunit gene identified by array
comparative genomic hybridization analysis causes central
congenital hypothyroidism in a boy originating from

Turkey. Hormone Research in Paediatrics. 2014;82:201-205.

doi: https://doi.org/10.1159/000362413

Tenenbaum-Rakover Y, Almashanu S, Hess O, et al. Long-term
outcome of loss-of-function mutations in thyrotropin receptor gene.
Thyroid. 2015;25:292-299. doi: https://doi.org/10.1089/thy.2014.0311
Garcfa M, Gonzélez de Buitrago J, Jiménez-Rosés M, et al.

Central hypothyroidism due to a TRHR mutation causing

impaired ligand affinity and transactivation of Gq. Journal of
Clinical Endocrinology and Metabolism. 2017;102:2433-2442.

doi: https://doi.org/10.1210/jc.2016-3977

Problems of Endocrinology. 2022;68(2):90-103


https://doi.org/10.1210/jc.2014-2871
https://doi.org/10.1210/jc.2011-1073
https://doi.org/10.1210/jc.2011-1175
https://doi.org/10.1089/thy.2014.0460.0.1038/nrendo.2011.160
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4207909/
https://www.ncbi.nlm.nih.gov/pmc/articles/PMC4207909/

102 | Mpob6nembl 3HROKPUHONOTrMK / Problems of Endocrinology KNNMHNYECKME PEKOMEHAALINN

24.  Zwaveling-Soonawala N, van Trotsenburg ASP, Verkerk PH. TSH 35.  van Engelen K, Mommersteeg MTM, Baars MJH, et al. The Ambiguous
and FT4 Concentrations in congenital central hypothyroidism Role of NKX2-5 Mutations in Thyroid Dysgenesis. PLoS One.
and mild congenital thyroidal hypothyroidism. Journal of 2012;7(12):52685. doi: https://doi.org/10.1371/journal.pone.0052685
Clinical Endocrinology and Metabolism. 2018;103:1342-1348. 36. de Filippis T, Gelmini G, Paraboschi E, et al. A frequent
doi: https://doi.org/10.1210/jc.2017-01577 oligogenic involvement in congenital hypothyroidism.
25.  Ahmad N, Irfan A, Al Saedi S. Congenital hypothyroidism: Human Molecular Genetics. 2017;26:2507-2514.
Screening, diagnosis, management, and outcome. J Clin Neonatol. doi: https://doi.org/10.1093/hmg/ddx145
2017;6(2):64-70. doi: https://doi.org/10.4103/jcnJCN_5_17 37. Carré A, Stoupa A, Kariyawasam D, et al. Mutations in
26. Corbetta C, Weber G, Cortinovis F, et al. A 7-year experience BOREALIN cause thyroid dysgenesis. Human Molecular Genetics.
with low blood TSH cutoff levels for neonatal screening 2017;26:599-610. doi: https://doi.org/10.1093/hmg/ddw419
reveals an unsuspected frequency of congenital 38.  Targovnik HM, Citterio CE, Rivolta CM. lodide handling
hypothyroidism (CH). Clinical Endocrinology. 2009;71:739-745. disorders (NIS, TPO, TG, IYD). Best Practice and Research
doi: https://doi.org/10.1111/j.1365-2265.2009.03568.x Clinical Endocrinology and Metabolism. 2017;31:195-212.
27.  Langham S, Hindmarsh P, Krywawych S, et al. Screening for doi: https://doi.org/10.1016/j.beem.2017.03.006
congenital hypothyroidism: comparison of borderline screening 39.  Park KJ, Park HK, Kim YJ, et al. DUOX2 Mutations Are Frequently
cut-off points and the effect on the number of children treated Associated With Congenital Hypothyroidism in the Korean
with levothyroxine. European Thyroid Journal. 2013;2:180-186. Population. Annals of Laboratory Medicine. 2016;36:145-153.
doi: https://doi.org/10.1159/000350039 doi: https://doi.org/ 10.3343/alm.2016.36.2.145
28.  Peters C, Brooke |, Heales S, et al. Defining the newborn blood spot 40. Muzza M, Fugazzola L. Disorders of H,O, generation. Best Practice and
screening reference interval for TSH: impact of ethnicity. Journal Research Clinical Endocrinology and Metabolism. 2017;31:225-240.
of Clinical Endocrinology and Metabolism. 2016;101:3445-3449. doi: https://doi.org/10.1016/j.beem.2017.04.006
doi: https://doi.org/10.1210/jc.2016-1822 41.  Srichomkwun P, Takamatsu J, Nickerson DA, et al. DUOX2 Gene
29. Ford G. LaFranchi SH. Screening for congenital hypothyroidism: mutation manifesting as resistance to thyrotropin phenotype.
a worldwide view of strategies. Best Practice and Research Thyroid. 2017;27:129-131. doi: https://doi.org/10.1089/thy.2016.0469
Clinical Endocrinology and Metabolism. 2014;28:175-187. 42.  Abu-Khudir R, Paquette J, Lefort A, et al. Transcriptome, methylome
doi: https://doi.org/10.1016/j.beem.2013.05.008 and genomic variations analysis of ectopic thyroid glands. PLoS ONE.
30. Kilberg MJ, Rasooly IR, LaFranchi SH et al. Newborn screening in the 2010;5:13420. doi: https://doi.org/10.1371/journal.pone.0013420
US may miss mild persistent hypothyroidism. Journal of Pediatrics. 43.  Kang HS, Kumar D, Liao G, et al. GLIS3 is indispensable for TSH/
2018;192:204-208. doi: https://doi.org/10.1016/j,jpeds.2017.09.003 TSHR-dependent thyroid hormone biosynthesis and follicular cell
31.  Adachi M, Soneda A, Asakura Y, et al. Mass screening of proliferation. Journal of Clinical Investigation. 2017;127:4326-4337.
newborns for congenital hypothyroidism of central origin doi: https://doi.org/10.1172/JCl94417
by free thyroxine measurement of blood samples on filter 44.  Cherella CE, Wassner AJ. Congenital hypothyroidism:
paper. European Journal of Endocrinology. 2012;166:829-838. insights into pathogenesis and treatment. International
doi: https://doi.org/10.1530/EJE-11-0653 Journal of Pediatric Endocrinology. 2017;2:11.
32.  Trumpff C, Grosse SD, Olivieri A, et al. Are lower TSH cutoffs in doi: https://doi.org/10.1186/513633-017-0051-0
neonatal screening for congenital hypothyroidism warranted? 45.  Francis GL, Waguespack SG, Bauer AJ, et al. Management
European Journal of Endocrinology. 2017;177:D1-D12. Guidelines for Children with Thyroid Nodules and
doi: https://doi.org/10.1530/EJE-17-0107 Differentiated Thyroid Cancer. Thyroid. 2015;25(7):716-759.
33.  Chang YW, Lee DH, Hong YH, et al. Congenital Hypothyroidism: doi: https://doi.org/10.1089/thy.2014.0460
Analysis of Discordant US and Scintigraphic Findings. Radiology. 46. van Trotsenburg P, Stoupa A, Léger J, et al. Congenital
2011,258(3):872-879. doi: https://doi.org/ 10.1148/radiol.10100290 Hypothyroidism: A 2020-2021 Consensus Guidelines Update-
34.  Schoen EJ, Clapp W, To TT, Fireman BH. The Key Role of An ENDO-European Reference Network Initiative Endorsed
Newborn Thyroid Scintigraphy With Isotopic lodide (1231) in by the European Society for Pediatric Endocrinology and
Defining and Managing Congenital Hypothyroidism. Pediatrics. the European Society for Endocrinology. Thyroid. 2021;31(3):387-419.
2004;114(6):e683-e688. doi: https://doi.org/10.1542/peds.2004-0803 doi: https://doi.org/10.1089/thy.2020.0333

Pykonucb nonyyeHa: 16.02.2022. OgobpeHa Kk nybnukaumu: 17.02.2022. Ony6nukoaHa online: 30.04.2022.

MHOOPMALIUA Ob ABTOPAX [AUTHORS INFO]

*BaguHa TaTbAHa AnekceeBHa, K.M.H. [Tatiana A. Vadina, MD]; agpec: Poccun, 117292, Mockaa, yn.
OMuTpus YnbsaHoBa, a. 11 [address: 11 Dm. Ulyanova street, 117292, Moscow, Russia]; SPIN-koa: 8006-9139;
ORCID: https://orcid.org/0000-0003-3876-6354; e-mail: vadina.tatyana@endocrincentr.ru

BesnenkuHa Onbra bopucoBHa, o.Mm.H. [Olga B. Bezlepkina, MD]; SPIN-koa: 3884-0945;
ORCID: https://orcid.org/0000-0001-9621-5732; e-mail: olgabezlepkina@mail.ru

KoHioxoBa MapuHa bopucoBHa, K.M.H. [Marina B. Konuhova, MD]: SPIN-koga: 3497-8855;
ORCID: https://orcid.org/0000-0003-0743-5915; e-mail: konyukhova-marina@bk.ru
MNeTtepkoBa BaneHTHa AneKcaHAPOBHA, A.M.H. [Valentina A. Peterkova, MD]; SPIN-kog;: 4009-2463;
ORCID: 0000-0002-5507-4627; e-mail: peterkovava@hotmail.com

Makpeukasa HuHa AnekceeBHa, K.M.H. [Nina A. Makretskaya, MD]; SPIN-kog: 4467-7880;
ORCID: https://orcid.org/0000-0003-0412-7140; e-mail: makretskayan@gmail.com
MutbKuHa BaneHTnHa bopmcoBHa, K.M.H. [Valentina B. Mitkina, MD]; SPIN-kog;: 7900-6836;
ORCID: https://orcid.org/0000-0003-1481-2192; e-mail: mitkinavalentina@gmail.com
HaraeBa EneHa ButanbeBHa, a.M.H. [Elena V. Nagaeva, MDJ; SPIN-kopg: 478-7810;

ORCID: https://orcid.org/0000-0001-6429-7198; e-mail: Nagaeva.Elena@endocrincentr.ru
YukynaeBa Onbra AnekcaHgpoBHa, K.M.H. [Olga A. Chikulaeva, MD]; SPIN-koa: 3290-1518;
ORCID: https://orcid.org/0000-0003-3876-6354; e-mail: oac99@endocrincentr.ru
LLectronanoBa EneHa AHgpeeBHa [Elena A. Shestopalova, MD]; SPIN-kog;: 5852-3561;
ORCID: https://orcid.org/0000-0003-2151-6025; e-mail: elshest@mail.ru

Mpo6nembl 3HAOKPMHONOMMM 2022;68(2):90-103 doi: https://doi.org/10.14341/probl 12880 Problems of Endocrinology. 2022;68(2):90-103


https://doi.org/10.1210/jc.2017-01577
https://doi.org/10.1159/000350039
https://doi.org/10.1210/jc.2016-1822
https://doi.org/10.1016/j.beem.2013.05.008
https://doi.org/10.1089/thy.2014.0460
https://orcid.org/0000-0003-3876-6354
mailto:olgabezlepkina@mail.ru
https://orcid.org/0000-0003-0743-5915
mailto:konyukhova-marina@bk.ru
mailto:peterkovava@hotmail.com
https://orcid.org/0000-0003-0412-7140
https://orcid.org/0000-0001-6429-7198
https://orcid.org/0000-0003-3876-6354
https://orcid.org/0000-0003-2151-6025

CLINICAL GUIDELINES Mpo6nembl sHAoKpUHONorun / Problems of Endocrinology | 103

LLinpseBa TatbsaHa OpbeBHa, K.M.H. [Tatyana U. Shiryaeva, MD]; SPIN-koa: 1322-0042;

ORCID: https://orcid.org/0000-0002-2604-1703; e-mail: tasha-homea@list.ru

LWpénep ExatepuHa BnagumuposHa [Ekaterina V. Shreder, MD]; ORCID: https://orcid.org/0000-0003-0031-1389;
SPIN-kop: 7997-2501; e-mail: evshreder@bk.ru

LIUTUPOBATb:

MNeTtepkosa B.A., be3nenkunHa O.b., Lnpsaesa T.I0., BagnHa T.A., Haraesa E.B., Ynkynaesa O.A,, lpepnep E.B., KoHioxoBa M.b.,
Makpeukas H.A., Wectonanosa E.A., MutbKkunHa B.b. KnnHnyeckne pekomeHaaumnm «BpoXaeHHbIN runotnpeosy» // lipobaemel
3HOOKpuHonozuu. — 2022. — T. 68. — N22. — C. 90-103. doi: https://doi.org/10.14341/probl 12880

TO CITE THIS ARTICLE:

Peterkova VA, Bezlepkina OB, Shiryaeva TU, Vadina TA, Nagaeva EV, Chikulaeva OA, Shreder EV, Konuhova MB,
Makretskaya NA, Shestopalova EA, Mitkina VB. Clinical guideline of «congenital hypothyroidism». Problems of Endocrinology.
2022;68(2):90-103. doi: https://doi.org/10.14341/probl12880

Mpo6nembl sHAOKPUHONOTMK 2022;68(2):90-103 doi: https://doi.org/10.14341/probl 12880 Problems of Endocrinology. 2022;68(2):90-103


mailto:evshreder@bk.ru

104 | NMpob6nembl 3HROKPUHONOTrMK / Problems of Endocrinology OPUTMHANBHOE NCCNEAOBAHUE

PAQUKAJIbHOE JIEYEHUE AND®Y3HOIO TOKCUYECKOIO 306A Y OETEN @

Check for
updates

O T.E. UBaHHMKoBa*, T.IO. LUnpses.a, E.B. Haraesa, M.C. LWWepemeTa, [.H. bposuH, O.b. beanenkuHa

HaunoHanbHbIN MegNLMHCKUI NCCie[oBaTeIbCKM LeHTP SHAOKpUHonorum, Mocksa, Poccua

OBOCHOBAHME. [vnepTnpeo3s, Bbi3BaHHbIN AndPY3HbIM TOKCUYeckm 3060m ([T3), ABNAETCA OTHOCUTENbHO pefKMM 3a-
6onesaHvem y feten. CylecTByeT jBa METOa €ro IeYeHnA: KOHCEPBATUBHbIN, T.e. MeAUKaMEHTO3HaA Tepanusa, U pagnkab-
HbI: XMpypruyeckoe neyeHune n paguonoarepanus (PUT). Mpu HesdGeKTUBHOCTM MearKaMeHTO3HON Tepanin paccmaTpu-
BaeTCcA BOMPOC Bbi6opa paavKkanbHOro metoaa neyenus: PAUT nnm ToTanbHON TMPeoUA3KTOMUN.

LIENIb. OueHka pe3ynbTaToB paguKanbHOro nedeHns aetei ¢ Audody3HbIM TOKCMUECKM 3060M.

MATEPUAJIbl U METO/bl. PeTpocneKkTBHOE 1 NPOCNEKTMBHOE OQHOLIEHTPOBOE UCC/Ief0BaHMe, BKovatowee 122 nauum-
€HTa ¢ AP Y3HBIM TOKCUYECKUM 3060M, B TOM YMCHE C Y3110BbIMU 06pa3oBaHnaMM Ha GoHe [IT3, KOTopbiM 6bII0 NPOBEAEHO
pagvkanbHoe neyeHue (c 2016 r. no 2021 r.).

PE3YJIbTATbI. CpepHuii BO3pacT Ha MOMeHT obcrieioBaHuA cocTanan 13,5+3,5 ropa. MaumeHTbl 6binv pa3gensl Ha 2 rpynmbl B 3a-
BUCUMOCTM OT NPOBeAEHHOTO neyveHus: 1-to rpynmny (n=60) coctaBun AeTH, KOTOPbIM MPOBEAEHO OMNEPaTUBHOE NeYeHIe, 2-10 rpyr-
ny (n=62) — geTu, KoTopbiM NpoBeaeHa PAT. MeayaHa 403bl TMPEOCTAaTUUECKIIX MPENapaToB Y AeTeii 06enx rpynn AOCTOBEPHO He
pasnuyanach (p=0,06), eTu, KOTopbIM 6bina NpoBeaeHa PAT, nonyyany TMpeocTaTyecKyto Tepaniiio OCTOBEpHO Gonee aamTenb-
Hoe Bpems (p=0,024). SHpoKprHHaa odTanbmonatua (S0IM) umenach y 58 peteit (47,5%) n BCTpeuanacb OAMHAKOBO YacTo B 06emnx
rpynnax, ogHako akTveHas ctagusa 300 umenach ToNbKo y AeTeln 1-1 rpynnbl. Y aetein 1-i rpynbl 06bem LUTOBUAHOW »Kene3bl Obin
focToBepHo 6onbLue (p=0,004), TonbKo B 1-11 rpyrne MMennch y3nosble 06pa3oBaHus LUTOBUAHON »ene3bl (p=0,0007).
3AKTIOYEHUE. PAT MoXHO cuntaTh 3 deKTBHbIM 1 6e30nacHbIM MeTogom fedueHns [IT3. dddekTrsHocTb PUT 3aBUCKT B TOM umnc-
e oT 06beMa LMTOBMAHON »ene3bl, COrNacHo pesynbTatam NocTpoeHHo ROC-KpUBOIA, pUCK MOBTOPHOTO NpuMeHeHNii PAT Bbilue
npu obbeme 6onee 55 cm?. Takke HexxenatenbHoO NposeaeHre PUT npu Hanmunmn odTanbmMonaTiiv B CBA3Y C BO3MOXHbIM yXyaLLe-
Hriem TeueHnsa SOT. [py onepaTBHOM NeyYeHUn B paHHeM nocneonepalioHHoM nepuoge B 20% ClyvaeB OTMeYarncsa rinornapatu-
peo3, 5% — nape3 BO3BPaTHOro ropTaHHOro HepBa. MaLyeHTaM C BbIABNEHHbIMU Y3/10BbIMY 06pa3oBaHUAMM MO pe3ynstatam Y3
NpeanoYTUTENIbHO MPOBOAUTL ONEPATVBHOE JIEYEHUE B CBA3M C HEBO3MOXXHOCTbIO UCKMIIOUNTD PaK LUTOBMAHOW XKenesbl.

KJTKOYEBBIE CJIOBA: 0ughghy3Hbili mokcuydeckuli 306; 2unepmupeos; mupeouddKkmomus; paduoliodomepanus.

DEFINITIVE TREATMENT OF GRAVES’ DISEASE IN CHILDREN

© Tatyana E. lvannikova*, Tatyana Yu. Shiryaeva, Elena V. Nagaeva, Marina S. Sheremeta, Dmitry N. Brovin, Olga B. Bezlepkina

Endocrinology Research Centre, Moscow, Russia

BACKGROUND: Hyperthyreoidism due to Graves'disease is a rare disorder in pediatric practice. There is 2 treatment options
in Graves’ disease: medical treatment and definitive treatment, including surgery and radioactive iodine. Each method has
its advantages and disadvantages. If medical therapy is ineffective the choice between radical treatment method is raised:
radioactive iodine or total thyroidectomy.

In this research we analyze treatment outcomes in pediatric Graves’ disease patients after different radical treatment methods.
AIM: Comparative analysis of radical treatment outcomes in pediatric patients with Graves' disease.

MATERIALS AND METHODS: Retrospective and prospective one-center research of 122 patients with Graves' disease after
radical treatment (between 2016 and 2021)

RESULTS: The mean age was 13.5+3,5 year at the moment of examination. Patients were divided into 2 groups due to the radical
treatments method: 1 group (n=60) were children after surgical treatment, 2 group (n=62) — after radioactive iodine. The mean
dose of medical treatment in these groups did not reliably differ (p=0,06), duration of the medical treatment was reliably longer in
patients after radioactive iodine (p=0,024). Graves' orbitopathy was diagnosed in 58 patients (47,5%) and met equally often in both
groups, but active stage of Graves’ orbitopathy was diagnosed only in patients from the 1t group. Thyroid size was reliable bigger
in patients from the 1 group (p=0,004), and thyroid gland nodes were diagnosed only in patients from 1 group (p=0,0007).
CONCLUSION: Rl can be considered an effective and safe treatment for GD. The effectiveness of Rl depends on the volume
of the thyroid gland; according to the results of the constructed ROC curve, the risk of repeated Rl is higher with a volume of
more than 55 cm3. Also radioactive iodine is undesirable if there is signs of ophatalmopathy due to its possible deterioration.
According to the results of the study hypoparathyroidism after surgical treatment was diagnosed in 20%, recurrent laryngeal
nerve injury was diagnosed after surgical treatment in 5% of patients. In patients with identified nodular goiter according to
the results of ultrasound, surgical treatment is preferable due to the impossibility of excluding thyroid cancer.

KEYWORDS: Graves'’ disease; hyperthyroidism; thyroidectomy; radioactive iodine.
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ORIGINAL STUDY

BBEJEHUE

YactoTa BcTpevaemocTn Anddy3HOro Tokcnyeckoro 306a
(OT3) y peteir coctaBnsaet 5% Bcex cnydyaes AT3 [1]. O6wian
3aboneBaeMoCTb y [eTeil U NMOAPOCTKOB COCTABIIAET OKOJIO
4,58:100 000 B roa, B Bo3pacte ao 15 ner 3aboneBaemocTb
Hwxe: 1-2,91:100 000 B rog. OT3 BcTpeyaetca B 3,4 pasa
yalle y ieBOYEK, YeM Y ManbumKkoB [2]. B Bo3pacTe go 5 net
pacnpoCTpaHEHHOCTb NpUMepHO B 10 pa3 HMXe, NPy 3TOM
COOTHOLLIEHMEe AeBoYeK 1 MaJibuMKoB cocTasnseT 1,4. 1o co-
OTHOLLIEHME 3aMETHO YBENTMYMBAETCA C BO3PACTOM, 0CO6EHHO
Ha BTOPOM JecATuneTun *usnu [2, 3]. 3abonesaemoctb T3
y [eTel BapbUpyeT B pa3HbIX CTpaHax, Tak, B CeBepHol EBpo-
rne ypoBeHb 3aboneBaemoctu coctaenseT 0,1 Ha 100 000 cpe-
On geteit paHHero Bo3pacta 1 3 Ha 100 000 cpeaun nogpoct-
koB [4], B [oHKOHre nokasaTenb coctaBnAeT go 14:100 000,
B CLLIA pacnpocTtpaHeHHoCTb cocTasnsaeT 1:10 000 [5, 6].

Mo paHHbIM dopMbl defepanbHOro CTaTUCTUYECKOTO
HabnoaeHua N2 12 «CBefgeHuA o uncne 3abonesaHui, 3a-
pPEerncTprMpoBaHHbIX Y MALMEHTOB, MPOXUBAILLMX B pafioHe
06CNyXMBaHNA MeaunUMHCKON opraHu3auumu», 3abonesae-
MocTb B PD 3a 2018-2020 rr. cTabUNbHO COCTABMSET OKOMO
1,94:100 000 feTCcKoro HaceneHus, exerogHo B Hallen CTpa-
He gunarHoctmpyetca 600-800 HOBbIX crlyyaes.

CylyecTByeT TpM OCHOBHbIX MeTofa neyeHna [T3: KOH-
CepBaTMBHOE JleueHe TUPEOoCTaTUYECKMMM NpenapaTamum,
XMpypruyeckoe neyeHve, Tepanusa paguoakTUBHbIM NOLOM
(PWT). Kaxapblil M3 MeTogoB neyeHns nMeeT CBOU npenmy-
LeCTBa U HeJoOCTaTKN.

MeaunkameHTO3HOe nieyeHne 6onbHbIX T3 ocTaeTca Te-
panuen 1-n nMHUN B NeguaTpuyeckon SHAOKPUHOOrMYe-
CKOW npakTuke. KoHcepBaTMBHaA Tepanua B MepBYyl0 oye-
peab Hampas/ieHa Ha CHVXKeHVe M30bITOYHOW MPOoAYKLMU
TUPEONIHbIX FTOPMOHOB MyTeM TOPMOXEHUA KX CMHTe3a
N CEeKpeuun, YTo CrocobCTBYET YCTPAHEHWIO MPOSBIEHUN
rmnepTupeosa u Hopmanusaumm ypoBHA ropMmoHoB. OCHOB-
HbIMX MpenapaTamy, KOTopble WCMOMNb3yT Npu Tepanun
60nbHbIX T3, ABNAIOTCS Kapbumason (ero akTUBHbIM MeTa-
60nUT TMama3zos) U NPONUATUOYPaLUIL.

OnntenbHOCTb aHHOM Tepanum, COrnacHO OTeyeCcTBEH-
HbIM KJIMHAYECKM peKOMeHZauuAaM, y AeTell JOSKHa Co-
CTaBnATb He MeHee 3 neT [7, 8. [Mocne 2 neT neyeHna pemmc-
cus 3aboneBaHus Habnopaetcs B 20-30% cnyyaes [9, 10].
BepoATHOCTb pemMuccumn yBennunBaeTca npu yBeanmyeHnn
NPOAOMKNTENBHOCTN KOHCEepBaTUBHOW Tepanun [9, 11].

Mpu HeahDEKTUBHOCTU KOHCEPBATUBHOW Tepanuy BCTa-
€T BOMPOC O pagnKaJbHOM JieUeHUN.

Xvpypruyeckoe neuyeHvie 3aboneBaHUN LWUTOBMAHON
xenesbl (LK) npumeHsaetcs 6onee 150 net. H.W. Muporos
BbINOJIHUA BMepBble pe3ekuunto nepewenka WX B 1847 r.
BO Bpemsa KOMaHAMpPoBKM Ha KaBka3 [12]. PagnoakTnBHbIn
non (cmecb msotonos I'*° un 1) BnepBble 6bT NPUMEHEH
S. Hertz nauyueHnTtke ¢ 6onesHbio pelBca B sHBape 1941 r,,
y feten PUT ctana npumeHaTbes ¢ 1945 1. B rocnutane YHu-
BepcuTeta KanndopHum (Can-OpaHuncko, CLLUA) 18 nauw-
eHTam B Bo3pacTe o 20 net 6bina npoeeaeHa PAT, B Tom
yucne 5 getam — go 10 net [13]. C 1982 r.a akTMBHO Hayva-
no  GYHKLMOHUPOBaTb CreLMann3MpoBaHHOE OTAeNeHre
PagnoXMpPYPruyeckoro neyeHnsa OTKPbITbIMU PagVOHYKIN-
Jamu B MHcTuTyTe MegmumHckon paguonorun AMH CCCP
(B HacTosILee BpeMAa — MeanUVHCKNA pagnonornyeckni
HayuHbI LeHTp um. A.O. Libiba — dunuan OIBY «HMUL] pa-
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avonorun» Mnnsgpaea Poccun, r. OGHMHCK) ANA NauMeHToB
c pakom UK. Jo 2010 r. 3To oTaeneHue 6b10 eAVHCTBEH-
HbIM Ha BCIO CTpaHy. B HacToAwee Bpema B Poccmn umetotca
HeCKONbKo nogpasneneHni, rae nposogutca PAT (Mocksa,
ApxaHrenbck, KpacHoapck, YensabuHck, TioMeHb 1 Aap.).
C 2015 r. B OIBY «HMWL, sHpokpuHonorun» MuH3gpasa
Poccrn Havan ¢yHKLMOHMpPOBaTL OTAEN SAEPHON Meauum-
Hbl, B KOTOpoM nposoantca PUT npu T3 getam.

B HacToAwee Bpema onepaTMBHOE JieyeHMe paccMa-
TPVBAeTCA Kak MeTOA NleyeHUs rmnepTrMpeonsa y nauMeHToB
¢ 6onbwmm obbemom LMK, foKymeHTanbHO NOATBEPXKAEH-
HbIM AW NPeAnosiaraemMbIM 3/10KayeCTBEHHbIM HOBOOOPa-
3oBaHnem B UK 1 sHpokpuHHON odTanbmonatuen (30rT;
OT YMEPEHHON A0 TAXKeNou cTeneHn) [14].

Xvpypruyeckoe neyeHme obecrneyrBaeT BbICOKY 3¢-
$EKTUBHOCTb 1 ObICTPOE M3NeYeHne OT rMnepTMpeosa, oa-
Hako TOTajlbHaA TUPEOUOIKTOMUA COMpsXeHa C ornpefe-
NEHHbIMWN pYCKaMK, BKIIIOYAA pa3BUTME rMMOMNapaTnpeosa,
BO3HVKHOBEHME ANCOYHKLMM FONoCcoBbIX CBA3OK [15-17],
1 NO3TOMY B psAfe Cilyyaes ycTynaeT PUT B KauecTse pagu-
KanbHoro nevyeHuna AT3 [18-20].

PUT B neanaTpuueckon NpPakTUke MNOABMAACb OTHO-
CMTeNbHO HEJABHO W B HacToAllee BpemMA WUCMONb3yeTcA
BCe Gonee WMPOKO. 3apybexkHble UCCNefoBaHUs y feTen
11 B3POC/IbIX AEMOHCTPUPYIOT, UTO OHOKpaTHas PAT He Bcer-
[a NpuBOAWT K rMnotupeosy u TpebyeTcAa MOBTOpPHOe ee
nposegeHue [21-24].

B naHHOM nccnenoBaHMM NpoaHanM3npoBaHbl pesynbTa-
Tbl eyeHun geten ¢ T3, KOTOpbIM GbiV NPOBEAEHDbI Pas-
NINYHble MeTOoAbl PaAMKaNbHOro BMelLaTesbCTBa.

LIENTb UCCNEJOBAHUA

Llenb: cpaBHWUTENbHaA OLEHKa pe3ynbTaToB pajuKasb-
Horo neyeHna y aetel ¢ AnddysHbIM TOKCUYECKAM 3060M.

MATEPUAJIbl U METOAbI

Mectom BpemMsA npoBeaeHNA nccnegqoBaHuna

Mecmo nposedeHus. O6cnepgoBaHMe 1 IeUeHUE NnaumeH-
TOB NPOBOAMNOCH B VHCTUTYTe AeTCKOW SHAOKPUHONOIMM
OrbY «<HMUL sHpokpuHonormum» MuHsgpasa Poccun.

Bpems uccnedogarus. B nccnegoBaHme BKNOYEHbI NaLy-
€HTbl, HAXOAMBLUNECA B OETCKOW KNMHUKE C AHBapA 2016 T.
no ceHTs6pb 2021 T.

Usyuaembie nonynauum (ogHa nnm HeCKONbKo)

Kpumepusamu ek/o4yeHUa B WCCNefoBaHUE ABAANUCH:
Bo3pacT ot 0 go 17 net, Hannume AT3, NONOXKUTENBbHbIA TUTP
aHTUTEN K peLenTtopy TpeoTponHoro ropmoHa (TTl) B ge-
6loTe 3ab0neBaHus.

Kpumepuu ucknioveHus: Hannumne y3i0BOro TOKCMYeCKo-
ro 3o6a.

AunsaiH nccnegoBaHunA

PeTpocnektnBHoe ¥ NpOCMNeKTUBHOE OJHOLEHTPOBOE
nccnegoBaHue, BKAYawllee 122 nauveHTta ¢ AT3, B Tom
yncne C y3noBbiMu 06pa3oBaHUsAMU Ha poHe T3, koTopbim
6bII0 NpoBefieHO pafuKanbHoe feyeHue (1-a rpynna —
60 naumeHTOB, KOTOPbIM MPOBEAEHO OMnepaTMBHOE fleye-
HVe, 1 2-A rpynna — 62 nauveHTa, KOTopbiM Oblia npose-
naeHa PUT).
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OnucaHmne MeANLNHCKOro BMmellatesibCcTBa

(ANA NHTepBEHLMOHHbIX NCCNea0BaHNN)

Bcem nauveHTam ObifIo NPOBEOEHO KOMIMJIEKCHOE KIn-
HUKO-TOPMOHasIbHOE 1 MHCTPYMEHTasIbHOEe 06CNejoBaHMe,
BK/OYaBLUee: cOOp aHaMHe3a »KM3HW U 3aboneBaHus, yib-
Tpa3BykoBoro uccnegosaHue (Y34) LXK, onpepeneHue co-
JepaHus B CbiBOPOTKe KpoBu TTI, cBO6OJHOTO TMPOKCUHA
(CT4), CBOOOAHOrO TPUNOATUPOHMHA (CT3) M aHTUTenN K pe-
uentopy TTT (ATpTTT).

MeTogb! perucrpayum ncxonos

Y3U WX npoeBogunocb Ha annmapate Toshiba Aplio
500 nuHenHbIM gaTtunkom PLT-1204BX ¢ gnana3oHOM 4acToT:
7-18 MIu. CkaHnpoBaHue WK ocywecTtenanocsk B B-pexu-
Me 1 C NPUMEHEHNEM PeXMMa LIBETOBOIO AOMMIEPOBCKOro
kapTtuposaHua (LAK). Mpomssogunocb umamepeHne Tpex
pa3mepoB obeux gonen LUK (gnvHa, wupuHa u nepen-
He3agHMI pa3mep), obvem LXK Bbluncnanca no ¢opmyne
J.Brunn (1981 r.):

[WwrpwrHa npaBon gonu (cm) X gnnHa NpaBon Jonm (cm) X
TOSILLMHA NPABON JOMN (CM) + LWWMPWHA NEBON JONN (CM) X
OJIMHa neBown gonu (cm) X TonwwmHa neson gonu (cm)] x 0,479.
OueHunBanucb cTpykTypa WK, cteneHb 3XoreHHoCTH, BacKy-

nApr3auus, Hanuume y3noBbliX 06pa3oBaHuI.

UccnepgoBaHne ropmoHOB B CbIBOPOTKE KPOBM MpO-
BOAWNOCH B labopaTopumn ropmoHanbHoro aHanmsa Orby
«HMWL sHpokpuHonorum» Munsgpaea Poccun. JlTabopatop-
Hble 1ccneioBaHNA ObIN BbIMNOSIHEHbI HA ABTOMATUYECKOM
UMMYyHOXeMWUIIOMUHECLLIEHTHOM  aHanm3atope  Architect
i2000sr (Abbott).

C uenblo cpaBHEHMA NabOPATOPHBIX JAHHbIX, BbINOSHEH-
Hbix B OIBY «HMWL sHpokprHonorum» MuH3gpasa Poccnn
N MO MECTY >KMUTeNbCTBa, NPOBOAWUIICA MepecyeT YpOBHEN
TTT, CT, n CT,, nMONb/1, C MOMOLLbIO KaJlbKynATOpa nepecye-
Ta eVHML n3MepeHnsa aHanu3os: https://www.slimhauz.ru/
stoimost/analizy/kalkulyator_analizov.

CumHturpadma WK nposogmnacb B otgene papu-
OHYKNMAHON AMArHOCTUKU W Tepanuu, OCyLIeCTBAANach
Ha ramma-kamepax ogHOPpOTOHHOWN SMUCCUOHHON KOMMbIO-
TepHoi Tomorpadun (ODIKT) Discovery NM630 1 ODIKT-
KT Discovery NM/CT670 ®IBY «HMWL, sHaokpmnHonorum»
MwuH3gpaBa Poccnn ¢ npumeHeHrnem 99mTc-neprexHeTaTa.

Heobxoanmas ana nccnefoBaHus 0o3a paguodpapmnpe-
napata (POI1) paccumTbiBanacb MHANBUAYaANbHO C MOMOLLbIO
KanbkynaTtopa BBoanMoW aktusHocTv PedDose B MBK nmKu
(https://www.eanm.org/publications/dosage-calculator).

CumHturpadus nposogunacb yepes 15-20 MuH nocne
BHYTpMBeHHOro BBegeHmA POl B nonoxeHum naumeHTa
ne)ka Ha CnuHe, OETEeKTOp raMmmMa-kamepbl pacronaranca
MaKCMManbHO 6/M3KO Hap leel. Bpema wnccnegoBaHus
10 MUH. 3aTemM BpayoOM-paguoNIOroMm Ha pabouen cTaHUWK
Xeleris (Gl) npoBogunacb oueHKa GpYHKLIMOHAIBHOTO COCTO-
AHWA LK BM3yanbHO 1 C NOMOLWbIO pacCYnTbiBAEMOro npo-
rpammon nHgekca 3axsata POIT LK.

[o3nmetrpuyeckoe MnMaHMpPOBaHME MPOBOAMIOCH
Mo HasHayeHWo Bpayva-paguonora Ha cucteme OO3IKT
Discovery NM630 OI'bY «HMWL| sHaokpuHonorum» MuH3gpa-
Ba Poccum ¢ BBegeHnem TpencepHon akTmBHoCTM 131-1043,
aKTMBHOCTbIO OT 5 go 10 MBk. CumHTUrpadms npoBogunacb
yepes 2 y nocne seeaeHusa POl B pexunme «Bce Teno» U ye-
pe3 24 y B pexume «CTatukar. B pamkax npouegypbl onpege-
NANCA HAEKC 3axeaTa 131-noga uepes 24 4 nocne BBeAeHUA
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OPUTMHAJIbHOE NCCNEAOBAHUME

TpencepHOM akTMBHOCTU (%), yTouHscA obbem fonen LXK
Mo CUUHTUrpaduYecKnm npusHakam no Gopmyre:
0,163 x (0,785 X WwWmpwrHa npaBow 4onan (CM) X AnvHa npa-
Bou gonu (cm))A(3/2),
paccumnTbiBanacb MOLHOCTb NMOMOWEHHOM Ao3bl B LK ve-
pe3 24 y ([p/uy) Npy BBeAeHUUN NNaHNPyeMOn TepaneBTmye-
CKOW abnaLmMoHHOM akTUBHOCTN.

PWT nposoannack B 3aKpbITOM pexume «AKTUBHbIE Nana-
Tbl» OTAENEHNA PaAVNOHYKNINAHON Tepanun. TepaneBTUYecKan
AKTVBHOCTb Ha3HAYaeTcA BPAYOM-PagMONOromM Ha OCHOBA-
HUWN [O3UMETPUYECKOro MIaHNPOBaHNA, aHaMHe3a 3abone-
BaHMA, UCXOAHbIX XapaKTEPUCTUK NaumeHTa (Tekylmmn rop-
MOHasbHbIN MpoduNb NauneHTa, MHAEKC 3axBaTta 131-ioaa,
yaenbHbI MHAEKC 3axBaTa 99mlc-nepTexHeTaTa, peakums
Ha CHUXKEHMe [O3MPOBKM TUpeocTaThKa, Hanuume 30I). Bbl-
NM1cKa naymeHTa Npon3Boamiach No pesynbraTam M3MepeHus
YPOBHSA MOLLHOCTM SKBUBANEHTHOM J03bl HA PaCCTOAHUN 1 M
OT NMOBEPXHOCTN TeNa cornacHo Hopmam HPB 99/2009.

CGOP KaTaMHeCcTN4YeCKX AaHHbIX

Pa3paboTaHbl aHKeTbI AN KATaMHECTNYECKOro Habnioge-
HWA, KOTOpble ObiNM pa3ocnaHbl Bcem 122 nauneHtam. OTee-
Tbl MonyyeHbl oT 70 nauneHTos (57,4%).

JTnyeckas sKcneprTmsa

MNpoBeneHne gaHHOro NCCNefOoBaHUS 0A00PEHO NoKasb-
HbIM DTuyecknm Kommutetom OIbY «HMUL sHpokpuHono-
rum» MuH3sgpasa Poccum (npotokon N2 17 ot 23.10.2019 1.).

CraTuctnyeckas o6paboTka

Pasmep BbIGOPKU MpefBapuUTesIbHO HE PACcCUMTbIBASICA.
Cratuctuuyeckas obpaboTka matepuana NnpoBOAUNIACh C UC-
nonb3oBaHuem nporpamm Microsoft Office Excel 2010, PSPP
n cTatTuctuyeckoro naketa STATISTICA (StatSoft, CLUA). Mpwn
HOpPMasIbHOM pacrnpeneneHnUn KONMYeCcTBEHHOro Npu3Haka
JaHHble NpefcTaBneHbl B BUAe CPefHero 3HauyeHus 1 CTaH-
JapTHOWM owmnbKm cpegHero: M+SEM, ecnu He yKa3aHo apy-
roe. Mpyn OTANYHOM OT HOPMANbHOIO pacnpeneneHnn Ko-
NINYECTBEHHOIO MPU3HaKa AaHHble NMpeAcTaBneHbl B Buae
3HauyeHWA MeguaHbl 1 ero MHTePKBapTUIbHOrO pa3maxa: Me
(25-75 nepueHTVAK), €CN He yKa3aHo pyroe.

[na cpaBHeHWA 2 rpynn Mo KOMYECTBEHHbIM NPU3HaKam
paccunTbiBanca Kputepun CTblofeHTa Ana napameTpuyecKkmnx
BbIOOPOK, A7 HEMAPaMETPUUYECKUX — NPUMeHsAcA TecT Mah-
Ha-YuTHW. B3anmocBasb mexay ABYMA MoKasaTensamm oLeHu-
Baslacb C MCMNOMb30BaHMEM KOPPENALMOHHOIO aHanvsa MeTo-
fom CrnivpmeHa. Ina Bcex CTaTUCTUYECKNX METOLOB 3HaYeHne
p<0,05 cunTanocb CTaTUCTUYECKN 3HaUMMbIM. [InA OLeHKn pu-
cka pa3eutua peumausa T3 nocne nposeaeHus PUT ucnonb-
3oBanca ROC-aHanm3 ¢ nomoubio nporpammbl PSPP.

HexxenaTtenbHble ABNeHNA
B xome nccnenoBaHus HeXenatenbHbIX ABNEHU 3adurK-
CMPOBaHO He 6bIJ10.

PE3YJNIbTATbI

O6beKTbl (y4aCTHUKN) UCcCnefoBaHUA

B NIHcTuTyTe feTckom sHgoKpuHonorum c 2016 no 2021 rr.
Habnoganuc 122 peberka c T3 nocne PAT v onepaTtusHo-
ro neyeHns. Bo3pact Ha MOMEHT 0bCneaoBaHNA COCTABUI
ot4,9 00 17,9 (13,5+3,5) roaa.
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Ta6nuua 1. JlTabopaTopHO-MHCTPYMeHTanbHble faHHble aeten ¢ [1T3 B fgebioTe 3aboneBaHnA

MNokasarenob OnepaTuBHOe nevyeHune PUT p

Kon-Bo geten, n 60 62

Bospacr, net 10,4+3,7 10,2+2,9 0,55
TTr (0,43-4,2 MME/n) 0,01 [0,005; 0,04] 0,01 [0,003; 0,02] 0,23
CT,(10,1-17,9 nmonb/n) 49,2 [37,0; 69,4] 44,7 [28,4; 56,5] 0,60
CT, (2,8-6,3 nmonb/n) 15,5[10,0; 30,0] 25,5[13,8; 38,01 0,17
ATpTTT (0-1,75 ME/n) 19,0 [8,0; 25,5] 12,21[6,9; 36,1] 0,33
O6bem WK, cvm? 21,7[11,9; 32,9] 17,7 [13,0; 26,2] 0,10

OnepatnBHOE neyeHne 6bUIO0 nNpoBedeHo 60 nauu-
eHTam (9 ManbumkoB U 51 peBOYKa), CpefHWiA BO3pacT
OeTel Ha MOMEHT MaHudecTauumn 3abosieBaHUs COCTa-
Bun — 10,3%13,7 roga, BO3pacT NOCTAHOBKM AMarHosa —
10,4+3,7 ropa.

PAT 6bina nposeaeHa 62 nauneHTam (7 MasbuMKOB
1 55 geBoyek), CpeaHuin Bo3pacT AeTeil Ha MOMEHT MaHUde-
CTauun 3abonesaHus — 9,9+2,9 ropa, BO3pacT NOCTaHOBKM
anarHosa 10,2+2,9 roga.

OCHOBHble pe3ynbTaTbl NUccsieqoBaHNA

Jebrom dugpgy3Ho2o mokcuueckozo 306a y 0emed.

Camoli yacTon Kanobol Ha MOMeHT Hauana 3abonesa-
HUA y peTen 6bina Taxnkapana (38,3%; n=46), B 30% cnyya-
eB — anobbl Ha yBennuyeHme LK n ncuxosmoumnoHanbHyto
nabunbHOCTb (26,7%), y 20% nauueHToB — 3K30¢Tasnbm
M CHXeHWe Beca. Pexke feTu )kanoBanucb Ha Tpemop (15%),
notnnBocTb (10%), yacTbin Xk ctyn (5%), yxygweHme
3peHusa (3,3%), BbinageHune Bonoc (3,3%), NoBbILEHNE apTe-
pvianbHoro fasneHus (3,3%).

Mpu ropmMoHanbHOM 06CNEfOBAHMMN MO MECTY XKUTeNb-
cTBamepgmaHa ypoBHA TTT coctaBuna 0,01 [0,005;0,03], mean-
aHa ypoBHeWn CT3 7 CT4 —18,4[11,9; 30,31 n 45,2 [34,2; 67,3].
Y Bcex pgeten umenca nosbiweHHbIN TUTP ATpTTl, megnaHa
cocTtaBuna 16,1 [5,6; 26,0]. MeanaHa obbvema LXK cocTasns-
na20,1[12,8;31,3]

Bce petn 6biiy pasgenbl Ha 2 rpynnbl B 3aBUCUMOCTHU
OT NPOBEAEHHOrO BMOC/IEACTBMM PafUKaNbHOMO NeYeHus:
1-10 rpynny (n=60) cocTaBWAN AETW, KOTOPbIM NPOBEeAEHO
onepaTtMBHOeE neyeHre, 2-to rpynny (n=62) coctaBunu gety,
KoTopbIM NpoBefeHa PUT. B Tabnuue 1 npefctaBneHbl AaH-
Hble NabopPaTOPHO-MHCTPYMEHTAJIbHBIX NCCNIELOBAHWN Y fie-
Tewn Npy NepPBUYHON ANArHOCTUKe.

Mo AaHHbIM, NPeACTaBNeHHbIM B Tabnuue 1, gJocToBep-
HbIX Pa3nnMunin mexay 2 rpynnamm feten He oTMey4anoch.

Tupeocmamudyeckas mepanus

Mpu nocrynnennn B OIBY «HMWL sHOokpuHonorum»
MwH3gpaBa Poccum Bce naumeHTbl nony4vanu Tupeoctatu-
yeckylo Tepanuio. MeinaHa CpoKa fleueHus TupeocTaTmKa-
MU B 1-11 rpynne naumMeHTOB 4O NPOBeAEHNA OnepaTUBHOIO
neyeHusa coctasuna 3,4 roga [1,6; 4,6], meanaHa go3bl Ta-
Ma3ona coctaBnsna 0,22 mr/kr/cyt [0,13; 0,38]. No6ouHbIx
ABNEHNI OT TUPEOCTATUYECKOW TEPANUN He ObiNo BbIABEHO
HW B OOHOM Clyyae.

Bo 2-n rpynne meguaHa [o3bl TMamasosia CcocTaBnAna
0,17 mr/kr/cyTt [0,13; 0,30], megmaHa cpoka neyeHns —
4,3 roga [2,5; 5,6]. Y 8 nmaumMeHTOB MMenUCb MOGOYHble
ABMEHMA OT MNPOBOAUMON TMpPeOoCTaTUYeCKon Tepanun:
y 5 geten — nemkoneHna 1 HeTpPoneHus, y 2 naumeHToB —
annepruyeckme peakuuy, y 1 pebeHka — NoBbILIEHKE YPOB-
HA TPaHCAMMHa3 B KPOBW.

Takmm 06pa3om, ANUTENBHOCTb MEAMKAMEHTO3HON Tepa-
N1 4O NPOBedeHUsA PaAnKabHOro neveHns 6biia 4ocTo-
BEPHO MeHblle y feTelr 1-1 rpynnbl U coctasuna 3,4 roga
npotme 4,3 roga y geten 2-i rpynnbl, p=0,024. MegnaHa
[03bl TMPEOCTaTMYECKMX MpenapaToB y AeTelt AByX rpymnn
[OCTOBEPHO He pasnuyanack: 0,22 n 0,17 mr/kr/cyT, p=0,06.

SHOOKpUHHAA opmanemonamus y demed ¢ [JT3

00 cpepgn 122 peten mmenacb y 58 (47,5% peten)
1 BCTpeYanacb OAMHAKOBO YacTo B 0beux rpynnax (tabn. 2).

B 1-m rpynne 301 otmeyvanacb y 32 peTten, M3 HUX
y 15 [1T3 MmaHudecTrpoBan B JOCTaTOYHO paHHEM Bo3pacTe
(oT 3 go 9 ner), y 17 naymeHTOB — B BO3pacTe CcTaplue 9 ner.
[lo NnpoBegeHNs onepaTUBHOIO JleYeHNsa OfHOMY pebeHKy
notpeboBanocb nevyeHue S0IM: napabynbbapHo BBOAMICA
6eTameTasoH.

MepgunaHa Bo3pacTa onepaTMBHOIO NeyYeHMs NaLMeHToB
c J0M 14,6 roga [12,6; 16,7]. Bbicokaa aKTUBHOCTb MpPO-
uecca JOI1 BbiAaBneHa B 4 cnyyasx (12,5%). V13 Hux y 3 na-
umeHToB T3 maHndecTpoBan B Bo3pacTte ctapue 10 ner,

Tabnuua 2. laHHble aetelt ¢ 4T3 1 s3HAOKPUHHOM odTanbMonaTnein, KOTOPbIM MPOBEAEHO PaAUKaNIbHOE NeyeHne

Fpynna Hanuume Crapgua 300N Bospacr Bospacr O6bem LK,
neyeHns 30M MaHudecTauum pagmnKaabHOro i
aKTBHasA HeaKTMBHas AT3, ner neveHns, ner
OnepaTuBHOE neyeHue 32 4 28 10,0[7,3;13,6] 14,6[12,6;16,71 54,8[29,2;75,4]
PIAT 26 0 26 9,9(7,2;12,1] 14,8[12,4;16,2] 29,2[21,9;47,8]
p 0,20 0,06 0,038 0,54 0,95 0,004
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ay ogHoro — B Bo3pacTe go 10 net. ¥ octaBwmxca 28 nayu-
€HTOB OTMeYanacb HeakTuBHas ctagua JOI1.

Bo 2-1 rpynne 30T BbiABneHa y 26 nauuneHToB (41,9%),
y BCEX OTMeuvanacb HU3Kan akTMBHOCTb npouecca. Y 13 nauun-
eHToB [1T3 maHndecTnposan B Bo3pacte 9-18 net; y 13 na-
umeHTOB — B Bo3pacTe 3-9 net. Nepen nposeneHnem PUT
pononHutensHoe neyeHne no nosogy S0I1 He nposBoau-
NOCb HX OJHOMY MNauuneHTy. B Halwem nccnegoBaHnn yxya-
LWeHWe TeyeHna odTanbmonaTuv, NoTpeboBaBlLEe NPOBe-
OeHuA nynbc-Tepanuu, OTMeyanocb y 1 nayueHTa nocne
PIAT (3,8%).

Takum obpasom, 0M ¢ OAUHAKOBOW YacTOTOW BCTpe-
yanacb y geteli B 06eunx rpynnax, OfHako akT/BHas CTagus
30l nmenack ToNbKO y AeTen 1-1 rpynnbl. [TonyyeHbl fOCTO-
BepHble pa3nuuus B obbeme LXK, y petein 1-1 rpynnbl 06b-
em LUK 6bin goctoBepHo 60onblue, p=0,004.

Bo3pacT maHudectauum T3 1 Bo3pacT npoBeaeHns pa-
OVKaNbHOro NeyeHna JOCTOBEPHO He pa3nnyanuch y geten
AByx rpynn (tabn. 3)

Xnpypruyeckoe nevyeHue 66110 npoeegeHo 60 geTam (To-
TanbHaA TMpeongaKToMmua B 96,7%; reMmntnpeongaKToMmms
B 3,3%). [Mpn BbIABNEHMM Nape3a BO3BPATHOIrO ropTaHHOrO
HepBa C OAHOW CTOPOHbI BO BPeMA ONepaTUBHOIO NeYyeHuns
onepauus 6bina BbINO/IHEHA B 06beMEe reMUTUPEONaIKTO-
Mun. MefaHa Bo3pacTa Ha MOMEHT ONepPaTUBHOTO JIeYeHnA
coctaBuna 13,9 roga [11,7; 16,7]. Y nonoBuHbl MauMeHTOB
(51,7%; n=31) o6bem LXK 6611 6onee 50 cm?, meanaHa o6b-
ema LXK coctaBnsna 55 cv® [29,9; 73,5]. Mpu npoBepeHMM
npegonepaunoHHoro obcnepoBaHna y 16,7% nauneHTOB
BbIfIBNIEHbI y3/10Bble 06pa3oBaHms LLXK: B 10% (n=6) cnyvaes
BbISIBNIEH OAHOY3/10BOW 306, B 6,7% (n=4) — MHOroy3nosou
306. Mo pesynbTatam MOPGONOrMYecKoro UCCnefoBaHus
y 8 MauveHTOB OTMEeYaNcA aKTUBHO nponudepurpyowumii
KONNIOVAHBbIN 306, a y 2 MALUMEHTOB C OfHOY3/0BbIM 30-
60M — ManuNApPHasa KapuuHoma.

PIT 6bina nposefeHa 62 naunertam. MegnaHa Bo3pac-
Ta HA MOMEHT pafnKanbHOro feyeHna coctasmna 14,9 roga
[12,5; 16,2]. Y 11 naumneHToB (17,7%) oTmMeyancs oobem LXK
6onee 50 cm?, meguaHa obbema LK cocTtaBnsana 28,6 cm?
[22,0; 47,7]. Hu y Koro y3noBbix o6pa3oBaHuin LXK BbisiB-
NIeHOo He 6bIno. MeanaHa akTMBHOCTU Mopda 131 coctaBuna
920 mBk [720; 1100].

Y yacTy naumeHToB NOCe TOTaIbHOW TUPEONAIKTOMUMN
OTMeYanuncb NnocsieonepaUnoHHble OCNIOXKHeHMA: y 12 na-
LMEHTOB pa3BWIICA rMnonapaTupeos (y 3 — TPaH3UTOPHbIN,

OPUTMHAJIbHOE NCCNEAOBAHUME

y 6 — NOCTOAHHbIN), ¥ 3 NaLUneHTOB — Mape3 BO3BPaTHOro
HepBa (y 2 — TPaH3UTOPHbIN).

Takmm obpasom, MefmaHa obbema LXK nepepn nposepe-
HMEeM pPaguVKanbHOroO JleyeHns 6blla JOCTOBEPHO Gonblue
y geten 1-n rpynnbl, p=0,016, Kpome TOro, oTMeyanacb go-
CcToBepHasa pasHuua B ypoBHe ATpTTI mexgy 2 rpynnamwu
nauneHToB (p<0,05). B 1-1 rpynne 6biso BbiABAEHO AOCTO-
BEPHO OosbLue y3/10BbIx 06pa3oBaHuii LXK no pesynstatam
npegonepaunoHHoro obcnegosaHus (p=0,0007) n 300
B aKTMBHOW cTaguu (p=0,03).

Kamamnecmuueckoe Habto0eHue nocsie padukasibHO20

JleyeHus 0emel ¢ Ouhghy3HbIM MOKCUYECKUM 3060M

KaTamHecTnuyeckoe o6cnegoBaHve Obino  npoBege-
HO 70 nauuweHTam (40 nocne XMPYPruyeckoro feyeHus
1 30 nocne PAT).

OnepaTtnBHOE neyeHne NPOBOAMNOCH MO KOHTPONEM
HenpomoHuTOpUHray 31 naumeHTa. /I3 HMX B nocneonepa-
LMOHHOM nepuofe napes BO3BPAaTHOro HepBa oTMevancsa
y 3 feten, y 2 13 HUX rONOC BOCCTAHOBUACA B TeyeHune 2 mec
nocne onepauuu, cyabba 1 pebeHka HemsBecTHa. [ocne-
onepaunoHHbIN rnnonapaTtmpeos passunca y 12 geten
(20%), kKaTamHecTUYeCKre AaHHble NOyYeHbl OT 9 U3 HUX:
y 3 MauMeHTOB rmnonapaTtnpeos HOCUA TPAH3UTOPHbIN
XapakTep (Mcues yepes 6-12 mec nocne XMpypruyeckoro
neveHunsn), y 6 CoxpaHsieTcs u TpebyeT 3amecTUTesIbHON Te-
panuu.

Bce naumeHTbl nOCNe TMPEOMAIKTOMUM HAXOAATCA Ha Te-
panuyu NeBOTUPOKCUHOM HaTpuA. MegvaHa [03bl NEBOTU-
pOKCKHa HaTpua cocTtaBuna 125 mkr/cyT [100; 150].

Bo 2-in rpynne 6bino nNpoBeAeHO MOHWUTOPMPOBAHME
JaHHbIX ¥y 30 geTen. lMnoTnpeos nocne nposedeHus PIAT
pa3BuBanca yepes 1-4 mec, y 60OnblUMHCTBA AeTell Yepes
1-2 mec, BCeM AeTAM Ha3Hayanacb Tepanusa NeBOTUPOKCU-
HOM HaTpusA. MegmaHa [03bl NEBOTUPOKCMHA HAaTPUA COCTa-
Buna 100 mkr/cyT [75; 125]. YeTbipem nauneHTam notpebo-
BafoCb NPOBEAeHNe NOBTOPHON npoueaypbl PUT, cornacHo
pe3ynbraTtam noctpoeHHon ROC-KpuBOWM, pUCK NMOBTOPHO-
ro npumeHeHunii PUT Bbiwe npu obbeme 6onee 55,05 cw’.
Bo Bcex 4 cnyvanax o6bem LXK coctaBnan 6onee 55 cm? (67,8,
87,6, 94,5, 56 cm?), nocne yero pa3Buics rmnotTupeos (yepes
1-2 mec nocne nostopHon PUT). MeanaHa nepeon Ao3bi
POl y gaHHbIX NauymneHToB cocTtaBuna 920 mbk [731,3; 1100].
MegauaHa akTueHocTy PVT npu noBTOpHOM NpoBegeHnn —
575 mbk [512,5; 722,5].

Ta6nuua 3. JTabopaTopHO-MHCTPYMeHTanbHble faHHble aeTen ¢ T3 nepe npoBefeHEM paguKanbHOro neyeHus

MNokasarenob OnepaTuBHOeE neyeHue PUT p

Kon-Bo geten, n 60 62

Bospacrt, net 13,9[11,7;16,7] 14,9 [12,5; 16,2] 0,32
TTr (0,43-4,2 MME/n) 0,02 [0,002; 1,8] 0,22 [0,006; 2.1] 0,25
CT,(10,1-17,9 nmonb/n) 12,5[9,3; 18,71 12,0[9,3; 15,01 0,17
CT, (2,8-6,3 nmonb/n) 6,41[5,3;9,2] 531[44;72] 0,07
ATpTTT (0-1,75 ME/n) 14,3 [6,2; 26,4] 6,2[2,2;16,8] 0,014
O6bem LK, cm? 55,0[29,9; 73,5] 28,6 [22,0;47,7] 0,016
Kon-Bo fgetel ¢ y3noBbiMu ob6paszoBaHusamu B LLXK, n 10 0 0,0007
Kon-Bo geteln ¢ aktuBHom ctagmen 3001, n 4 0 0,03
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ORIGINAL STUDY

OBCYXXAEHUE

TupeongskToMus asnaeTca 3PpEKTUBHbIM pPagmKanb-
HbiM MeTogom nedeHua OT3 [25-30], ogHako BO MHOrMx
CTpaHax He CaMbIM YacTO WCMOMb3yeMbiM MO CPaBHEHUIO
C Tepanuen pagnoakTnBHbIM nogom [31]. HecmoTtpa Ha HU3-
KN MPOLEHT peLnanBoB Nocne ToTalbHOW TUPEOUIKTO-
MuK, nauneHTbl ¢ AT3 nogBepratoTca NOBbILLEHHOMY PUCKY
nocsieonepaumoHHbIX OCNOXKHEHWI, BKIOYaA KpoBoTeye-
HUe, Nape3 BO3BPATHOIO HepBa M rmnonapatupeos [25, 26].

MNocneonepaynoHHbIN rMNonapaTnpeos — OJHO U3 TA-
XKeJblX OCNOXXHEHU TupeonasKTomunn [32, 33]. B 60nbLInH-
CTBE CNy4yaeB rMnoKanbLueMms HOCUT TPaH3UTOPHbIA Xa-
paKkTep, HO MOBpPEeXAeHMEe NapaLUTOBUAHbBIX »KENe3 MOXeT
NPUBECTU K CTOMKOMY rmnonapaTnpeosy.

TpaH3nTOpHaA runokanbuMeMmsa uYalle pa3BMBaeTCA
Y NaLMeHTOB C rMMnepTMpPe030OM 13-3a MOBbILEHHOrO MeTa-
605113Ma KOCTHOW TKaHW (CUHAPOM «rOJIOAHbIX KOCTen») [33].
Prick TpaH3UTOPHOI MMMNOKaNbLMEMMN MOXET ObITb CHUXKEH
y naumenToB ¢ [T3 3a cyeT npegonepauroHHOro npvema
npenapatoB Kanbuua [33]. B gBYyx KpymnHbIX peTpocnek-
TMBHbIX nccnegosaHmsax (R. Bellantone, 2002; E. Efremidou,
2009) coobuwanocb, Yto nocne TpeomasKTomun npu AT3
TPaH3MTOpHaA rMnoKanbLmemus Habnoganacb y 7,3% na-
umeHToB, a noctoaHHad — y 0,3-3,4% [34, 35]. B Hawem
nccnefoBaHMmM B NocieonepauuoHHOM neproge rmnonapa-
Tupeos passmnca y 20% nauneHToB (12 yenosek), kKaTamHe3
nokasarn, YTo Kak MMHMMYM Y 6 N3 HUX OH HOCUT NOCTOSAHHbIN
XapakTep, Y 3 —TpaH3UTOPHbIN XapaKTep.

Hanbonee onacHbIM OC/IOXXHEHMEM TMPEOVAIKTOMUN
ABNAETCA MOBpeXAeHMe BO3BPATHbIX FOPTaHHbIX HEPBOB,
npuBoAsLLee K napesy rofoCoBbIX CBA30OK M BO3MOXHOMY
HapyLleHUto AbixaHuA, TpebytoLlemy Tpaxeoctomuu. [1o aaH-
HbIM 3apy6EeXXHON NIMTePaTypbl OTMEYAETCS, YTO PUCK NOCTO-
AHHOTO Nape3a BO3BPaTHOro ropTaHHOrO HepBa COCTaBNAeT
oT 0 go 0,4%, a TPaH3UTOPHbIN Nape3 BO3BPATHOrO ropTaH-
Horo HepBa BcTpeyaetca y 1,3% nauueHTos [25]. Cpean Ha-
LUIMX NPOONEPNPOBAHHbBIX MALMEHTOB NOC/IeoNnepPaLOHHbIN
napes BO3BPATHOro ropTaHHOro HepBa pa3Buica y 3 nauu-
eHTOB 13 60 (5%), Y 2 U3 HNX OH HOCW TPAH3UTOPHbIN XapakK-
Tep, B 1 cnyyae nHbopmaumy NOAyUYnTb He yaanoch.

PacnpocTtpaHeHHOCTb paka LXK y nayneHToB ¢ runeptu-
peo30M M3yyaeTcAa Ha NPOTAXKEHMM MHOIUX JIeT, HO TOYHasA
CBA3b MeXAY 3TMMU 3a001eBaHUAMM He yCTaHoBIEeHA. bbino
BbICKa3aHO MpPEeANoJIoKEeHNe, YTO TUMnepTupeos ABNAeTCA
dbakTopoM 3aWWTbl OT PA3BUTUA 3/10KAYECTBEHHBIX HOBO-
obpa3zoBaHuii. Mo gpyrum gaHHbIM, 3TO YaCTUYHO CBA3AHO
C HM3KMM ypoBHem TTT, Bbi3blBalOWMM NOdaBAeHne pocTa
TKaHu LXK n Tem cambim npegoTBpaLyatllee passutme po-
CTa pakoBbIx KneTok [31]. HaobopoT, Bbicokuin yposeHb TTI
B CbIBOPOTKE PAacCMATpMBanCs B KauyecTBe dpakTopa pucka
no passutnio paka WK, n skcnepumeHTsbl in vitro nokasa-
nu, yto TTT obnagaeT cnoCOBHOCTBbIO CTMMYNIMPOBATL POCT
donnukynapHbix knetok LXK [31]. MetaaHanu3 paHHbIX
28 mnccnegoBaHUn MOKAas3an, YToO MMeeTCsa MONIoXKUTeNbHas
CBA3b MeX/y NOBblLeHHbIM ypoBHeM TTI 1 ypoBHeM 3510~
KaueCTBEHHOCTV Y3110BbIX 0bpa3oBaHuin LXK [36]. B To xe
BpemsA HefaBHME NCCNefoBaHNA NOKasanu, YTO MOXKET Cy-
LecTBOBaTb CBA3b MeXAy HU3Kum yposHem TTI B cbiBO-
POTKE U 3/10KaYeCTBEHHBIMU HOBOOOPA30BAHMAMY U Jaxe
npegnonaraloT MOBbIWEHHYID BEPOATHOCTb arpecCcrBHOO
TeyeHua y 3Tux nauneHToB [37-41]. NepekpecTHble nccne-
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noaHusa B EBpone u CLUA ¢ 2014 no 2017 rr. nokasanu, Yto
ypoBHU TTI B CbIBOPOTKE KPOBM, HAXOAALMECA HUXKE HOP-
MasbHOro Auana3oHa, CBA3aHbl C MOBbLIWEHHbIM PUCKOM
paka LXK [42, 43]. Kpome Toro, obuieHaLoHanbHoe KoropT-
HOe nccnefoBaHme, NpoBefeHHoe B [laHUK, BbIABUIO NOBbI-
LWEeHHbIN pUCK pa3BuTuA paka LXK y naumeHToB € runeptu-
peosom. CaenaHo NpeanonoxeHue, 4to umutmpytowme TTT
3¢ deKTbl, BbI3BaHHbIe LUpKynupyowmnmn ATpTTI npu OT3,
OTBETCTBEHHbI 33 MOBbILWEHHbIN PUCK 3JI0KaYeCTBEHHOM
TpaHcdopmauum [44]. B nccnegosaHmm, nposefeHHoM B Mc-
naHauu, B KayectBe o6bACHeHNA CBA3M Mexay ypoBHem TTI
n pakom LLIPK paccmaTpuriBaeTca reHeTnyeckas npegpacno-
NOXXEHHOCTb, a TaKXe NpeAnosiaraeTcs, YTo HU3KME YPOBHM
TTI MOryT NPMBOAMTL K HeOCTaTOUHOW AndPepeHLMpoBKe
knetok LXK 1 cnocobcTByoT BbICOKOW MpeapacrnoNioXeH-
HOCTU K MyTauuAM U 3710KauYeCTBEHHOW TpaHcdopMauuu
[45]. Mo paHHbIM Hawero uccnegoBaHus, y 16,7% nauunes-
TOB Oblnn BbIABNIEHbI y3/10Bble 0Opa3oBaHus (y 6 nmauveH-
TOB — OfHOY310BOW 306, Y 4 NaLyeHTOB — MHOrOY3/10BOM
300). Mo pe3synbTatam MOp¢ONOrMyeckoro UcciefoBaHus
nanuiapHasa KapurHoma noarsepxgeHa y 2 n3 10 geten,
y OCTasibHbIX 8 feTelr NO AaHHbIM MMCTOIOrMYECKOro nuccne-
[LOBaHMA — aKTUBHO NponndeprpyOLLUNi KOMTOUAHbIN 300.

Mpeumywecteamu PAT ABASAIOTCA OTHOCWTENbHO HU3-
Kasa CTOMMOCTb, MPOCTOTa BBEAEHMA MpenapaTta U OTHO-
cuTenbHaa 6e3onacHocTb [46]. OTHOCKTENbHBIM MPOTMBO-
nokasaHmem K nposeaeHmo PUT ssnsetca Hanuume 0.
B MHOroumcneHHbIx uccrefoBaHUAX K3yyanocb BAUAHME
PUT Ha passutne unu nporpeccuposanue JOI, nonyueH-
Hble faHHble HeodHO3HauHbl. B nccneposaHum, nposeaex-
Hom A. Kung et al. [47], pa3BuTre unu nporpeccrpoBaHne
odTanbmonaTnn B TeyeHwue 2 neT HabnlogeHns oTMevanocb
y 22,8% nauyueHToB B rpynne PUT u'y 24, % B rpynne no-
NyyaBLNX TUpeocTaTuyeckyto Tepanuio [48]. OgHako B uc-
cnepgosaHuu L. Bartalena et al. [48] coob6uanocb, 4To yacTo-
Ta pa3BUTUA UM NPOrpeccupoBaHus odTanbMonaTm 6bi1a
3HauMTeNIbHO Bbilwe B rpynne PIT (15,3%) no cpaBHeHUIO
C rpynnow Ha Tepanuu MmeTrmasonom (2,7%), p<0,001.

B Hawem rccnefoBaHMmM yxyaLeHe TedeHns oprasbmo-
natuu, noTpeboBaBLLee NPOBEAEHUs MybC-Tepann, oTMe-
Yanocb ToNbKo y 1 naumeHTa nocne PUT (3,8%).

Llenbto pagukanbHoro neyeHus T3 asndetca pa3sutne
runotnpeosa. Mo gaHHbIM MccnegoBaHUKM, Mocne npose-
nennsa PAT y petein adpdekT gocturaetca y 95% nauyneHTos
[19, 49], B Hawem uccnegosaHun PUT 6bina spdexTrBHOMN
y 93,6% nauMeHTOB, 4 NnauueHTam Ansa JoCTuKeHus dboek-
Ta noTpe6oBanoch nosTopHoe nposegeHne PUT. CornacHo
pe3ynbTaTam, pUck NOBTOPHOro nposeaeHns PAT Bbiwe npu
obbeme LXK 6onee 55,05 cm3,

3AKNIOYEHUE

Takmm 06pa3om, No pe3ynbraTam aHanmM3a JaHHbIX MOX-
HO CyauTb, uTo PUT — 3¢ dekTuBHbIN 1 6e30NacHbIN MeTos
nevenus AT3 y geten. NonHaa pemnccus 3abonesaHns fo-
cturaetca B 93,6% nocne nepBon npouegypbl B TeyeHue
5 neT n HacTynaeT B TeueHne 1-4 mec nocne PUT. dddpekTus-
HoCTb PUT 3aBrcnT oT o6bema LUK, 6onee apdekTreHa npo-
uenypa npu obbeme meHee 55 cm?. Mpu 6onbliem o6beme
PUCK NOBTOPHOI NpoLeaAypbl BO3pacTaeT.

TotanbHaa Tupeongsktomua npu AT3 NnpuBOAUT K NINK-
BMAALMM CMMITOMOB Cpa3y MoC/e OnepaTyiBHOIO JIeUEHMS.
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MNMocne xupypruyeckoro neyeHnsa B 75% cnyyaeB OClIOXHe-
HUI He HabniopaeTca, B 20% pa3BMBaEeTCA rMNonapaTupeos
(B 33,3% — TpaH3uTOpHbIN). MpoBeaeHre onepauumn nog
KOHTPONEM HENPOMOHMUTOPUHIa NO3BONAET CHM3UTb PUCK
pa3BuTUA Nape3a BO3BPaTHOro ropTaHHOIO HEPBA, HO He ra-
paHTUpPYyeT OTCYTCTBUE OCITOXKHEHNSA, KOTOPOE B HaLLeM CJly-
yae Habnoganocb B 5%. Hannune y3noBbix o6pa3oBaHuMn
Ha ¢oHe [1T3 He uckntoyaet pak LK.

AONOJIHUTENIbHAA UHOOPMALINA

WcTouHnku ¢puHaHcmpoBaHma. PaboTa BbiMnofHeHa No MHULMATUBE
aBTOpPOB 6e3 nprBneyeHNs GUHAHCUPOBAHNA.

OPUTMHAJIbHOE NCCNEAOBAHUME

KoH®NuKT mHTepecoB. ABTOpblI AEKNapuUpYlOT OTCYTCTBME ABHbIX
1 NOTEHUMaNbHbIX KOHGIMKTOB MHTEPECOB, CBA3AHHbBIX C Ny6NvKauyen Ha-
CTOAILe CTaTby, O KOTOPbIX HEOOXOAMMO COOBLUTD.

Yuyactme aBTOpoOB. /IBaHHMKOBa T.E., besnenkuHa O.b., npsaesa T.10.,
Lepemeta M.C., BpoBuH [I.H. — KoHuenuma n gusainH nccneposaHus; Le-
pemeTta M.C. — npoBepieHve paguorioaTepanuu; bposuH [.H. — npose-
feHne Xxupypruyeckoro neyenus; MisaHHukoa T.E. — HanucaHue TekcTa,
cTaTMcTUYeckas obpaboTka faHHbIx; beanenkuxa O.b., Wnpsesa T.IO., Le-
pemeta M.C., BpoBunH [1.H. — pepakuua TekcTa, BHeCEHME LeHHbIX 3ameya-
HWIA. Bce aBTOpbI 0006pWNY GpriHaNbHYO BEpCMIO CTaTby Nepes nyonnkawm-
e, Bblpa3uin corflacie HecT OTBETCTBEHHOCTb 3a BCe acneKTbl paboThl,
noApasyMeBaloLLyio HafJIexallee U3yyeHue 1 pelleHrie BONPOCOoB, CBA3aH-
HbIX C TOYHOCTbIO UM AOBPOCOBECTHOCTbIO NOOO YacT PaboThl.
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KIMHUYECKUE PEKOMEHAAUUUN «CUHAPOM NMNOJIMKUCTO3HbIX ANYHUKOB»
Updates

©J1.B. Apaman'®, E.H. AHppeeBa?s, 10.C. Abcataposa?, O.P. lpuropsan?, U.WN. Nepos?, IA. MenbHnueHKo?, J1.B. CyTypuHad,
O.C. ®ununnos*’, E.B. lepemeTtbeBa?, [.E. YepHyxa', M.W. ApmonunHckaa®®
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MockBa, Poccus

SHayuHo-nccnefoBaTenbCKUn MHCTUTYT aKyLIepCTBa, FTMHeKonornn 1 penpogykumm um. [1.0. OtTa, CaHkT-MNeTepbypr, Poccua
®MOCKOBCKUIA FOCYJapCTBEHHbIN MeMKo-CToOMaToNornyeckuin yHmsepcutet um. A.M. EBgoknmoBa, Mocksa, Poccus
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8CeBepo-3anafHblil rocyaapCcTBEHHbIN MeAULUHCKINA yHUBepcnTeT M. U.W. MeuHnkoBa, CaHKT-MeTepbypr, Poccua

CVHAPOM MONMKNCTO3HBIX ANYHUKOB (CIMA) — nonnreHHoe SHAOKPMHHOE PacCTPONCTBO, 0OYCNOBNEHHOE KaK FeHeTUYeCKn-
MW, TaK U SNUreHeTnYecknmn GakTopamu. B 3aBMCMMOCTY OT Neprofa »KU3HW XKeHLWMHbI KNMHUYeCKan KapTuUHa, AnarHocTu-
Ka, leyebHas TakTrKa 3aboneBaHna pa3nuuHbl. CMA nMeeT KOMMNEKC PeNnPoAYKTUBHbIX, METABONNYECKUX 1 NCUXOsormye-
CKnx ocobeHHocTel. LieneBas ayautopua AaHHbIX KIMHUYECKNX peKOMeHAAUUA — aKyLlepbl-TMHEKONOr, SHOOKPUHONOTH,
TepanesTbl, Bpauu obLein NpakTUKU. B JaHHbIX KIVHUYECKNX peKOMeHAALMAX BCe CBEAEHUA PaHXKUPOBaHbI MO YPOBHAM
ybenmTenbHOCTM peKoMEeHAALUNIA 1 fOCTOBEPHOCTM AOKa3aTeNIbCTB B 3aBUCMMOCTU OT KONIMYECTBa M KayecTBa 1ccneaoBa-
HWUI NO faHHON Npobneme

KJTKOYEBBIE CJIOBA: cuHOpOM NOIUKUCMO3HbIX AUYHUKO8; AHOBYIAUUSA; CaxdpHeili duabem 2 mund; KOMOUHUPOBAHHbIe OpasibHble KOHMPA-
yenmussl; mecmocmepoH; becnsiooue.

CLINICAL GUIDELINES «POLYCYSTIC OVARY SYNDROME»
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CMNMNCOK COKPALLEHUIA NCA — VHAEKC cBOOOOHbIX aHAPOreHOB

KOK — KOMOVHMPOBAHHbIE OpalibHble KOHTPaLEeNTMBbI;
Al — apTepuarnbHoOe fJaBrieHne Jr — NIOTEVHM3UPYIOLWNI FOPMOH
AKTT  — appeHOKOPTUKOTPOMHbIA FOPMOH MKB-10 — mexgyHapogHas Knaccudukaumsa 6onesHein 10 ne-
BPT — BCroMoraTesibHble pernpofyKTUBHbIE TEXHOSIOTUM  pecMoTpa
O3AC — pernpposnunaHgpocTepoHa cynboat MPT  — MarHuUTHo-pe3oHaHCHasa Tomorpadus;
UMT  — nHgeKkc maccol Tena HBIKH — Heknaccuuyeckas ¢opma BpoXKAEHHOW ANCOYHK-
np — WHCYNMHOPE3NCTEHTHOCTb L1 KOpbl HAAMNOYEYHNKOB
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HTI — HapyLeHVe TONIeEPaHTHOCTY K II0Ko3e
oT — OKPY>XHOCTb Tanum

MNITT  — nepopanbHbIA FMIOKO30TONEPAHTHbIN TeCT
MNKA — MOJINKNCTO3HbIE ANYHUKN

ca — caxapHbin guabet

COAC — cuMHAPOM O6CTPYKTMBHOIO aMHO3 CHa

cna — CYHAPOM MOJINKMCTO3HbIX ANYHNKOB

ca — cepAeyvHo-cocyancTble 3aboneBaHuA

FCNr — rno6ynuH, CBA3bIBAIOLLMIA NOOBbIE FOPMOHbI
TTT — TUPEOTPONHbIN FOPMOH

yan — YPOBEHb JOCTOBEPHOCTY JOKa3aTeNnbCTB
Y3U — YNbTPa3BYKOBOE Ncc/iejoBaHme

YYP — YpOBeHb Y6eauTeNnbHOCTU PEKOMEHAALNIA
ocr — GoONNNKYNOCTUMYNMPYIOLLNIA FOPMOH

170HP — 17-okcunporecTepoH

Xr4 — XOPVIOHNYECKMI TOHAJOTPOMNWH YenoBeka
ASRM  — American Society for Reproductive Medicine
ESHRE — European Society of Human Reproduction and
Embryology

HOMA — Homeostasis model assessment

1. CUHAPOM MOJINKUCTO3HbIX AUMHMNKOB (CNA) —
MNONUTEHHOE SHAOKPUHHOE PACCTPOMCTBO,
OBYCJIOBJIEHHOE KAK FEHETUMECKUMMU,

TAK U NUTEHETUYECKUMUN OAKTOPAMMU.

B 3ABUCMMOCTU OT NEPUOAA XKU3HU XKEHLLUNHbI
KNMHNYECKAA KAPTUHA, AMATHOCTUKA, NEYEBHAA
TAKTUKA 3ABOJIEBAHUA PA3JINYHbI. CNA UMEET
KOMMJEKC PENPOAYKTUBHbIX, METABOJINYECKUX
N NCUXONOTNYECKUX OCOBEHHOCTEN [1].

CMA saBnsieTca ogHMM 13 Hanbonee YacTbiX SHAOKPUH-
HbIX PAaCCTPOWCTB Y XEHLNH PenpOoaYKTUBHOIo BO3pacTa.
CMA sasnsetca dakTopom pucka pa3Butua Gecnnopgus,
aHOpOreH3aBUCUMON AepMonaTun (akHe, TMPCYTU3Ma,
anoneuuun), HapyweHNn yrneBogHoro obmeHa (Hapyue-
HUWA TONEePaAHTHOCTU K rioko3se (HTT), caxapHoro anabeta
(CO) 2 Tvna), ancAunuaemmnii, cepaeyHo-cocyancTon na-
TONOrMK, FTUNEepnNacTUYecKknx NPoLeccoB 3HOAOMETPUSA,
HapyLlIeHM NCUXONOrMYeckoro cratyca (Hanpumep, ge-
npeccumn, TPEBOXHbIX PAaCcCTPONCTB, HAPYLIEHNIN HACcTpPoO-
€HUs), OHKONOrnyecKkux 3aboneBaHnii (paka sHgomMeTpus,

Ta6nuua 1. OcHoBHble BUAbI (peHotunbl) CMA
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HeKoTopbix GOPM paka MOJIOYHOW »Kene3bl), YeMy B 3Ha-
YnTeNbHON CTeneHn cnocobcTByeT Hanuuve y 40-85%
XeHwmH ¢ CMA n36bITOYHOM MaCChbl Tena WIN OXUPEHUS
[2-4,98-100].

HecmoTpAa Ha MHOroyncrieHHble NCCNefoBaHuA, 4O Ha-
CTOSALLEro BpeMeHU TaK 1 He yaanocb chopMynpoBatb eu-
Hyl0 KOHUenuuio natoreHesa u stmonorun CIA. B natore-
He3e 3ab60neBaHNA YCIIOBHO MOXHO BbIAENNTb HApYLUEHNA
B 4 pasnnuHbIX OTAeNax HeMpPO3HAOKPUHHOW CUCTEMDI, Ka-
»KA0e N3 KOTOPbIX MOXKET NpeTeHA0BaTb Ha CTaPTOBYHO POJib.
3TO HapyleHUsi Ha YPOBHE TMMoTasamo-rmnodu3apHom
CMCTEMbI, ANYHMKOB, HAAMOYEYHMKOB U nepudepudecknx
WHCYNNHYYBCTBUTENIbHbIX TKaHEN.

1.1. Snugemunonorua 3aboneBaHna UM COCTOAHNA

(rpynnbi 3a6oneBaHuii UM COCTOAHMIA)

B obuwen nonynaumMn KeHWWH PenpoayKTUBHOMO
BO3pacTa pPaCrnpOCTPAHEHHOCTb CUMHAPOMa COCTaBnsaeT
oT 8 fo 21%. lNokasatenu pacnpoctpaHeHHocTn CI1A 3aBu-
CAT OT 0COOEHHOCTE NONYNALNOHHON BbIGOPKHU [5].

1.2. Oco6eHHOCTU KoANpPOBaHNA 3a6oneBaHnsa Un
COCTOAAHUA (rpynnbl 3a60s1ieBaHUIA AV COCTOSAHUIA)
no MexxayHapoaHoI cTaTu4ecKon Knaccupukauum
6onesHel 1 Npo6nem, CBA3aHHbIX CO 340POBbeM
OncdyHKuma anyHukos (E28):

E28.2 CuHApOM NONMKNCTO3a ANYHUKOB.

1.3 Knaccudumkauma 3aboneBaHnsa WM COCTOAHNSA

(rpynnbi 3a6oneBaHuii UM COCTOAHMIA)

EBponelickum obwecteom penpogykuun (European
Society of Human Reproduction and Embryology, ESHRE)
n 3mbpuonornm uvenoBeka M AMEPUKaAHCKMM oOOLue-
CTBOM penpoayKTuBHoM meanumHbl (American Society for
Reproductive Medicine, ASRM) (Pottepzam, 2003) [6] BbI-
JeneHbl ocHoBHble Kputepun CIA: onvroaHoBynauus, ru-
nepaHaporeHemnsa (KNMHUYECKas WAn BGuoxmMMnYeckKas),
MOMNKNCTO3HaA MopdONorna AMYHMKOB MO AaHHbIM YbT-
pa3BykoBoro nccnegosanua (Y3U1). CornacHo ASRM/ESHRE
(2003), International PCOS Network (2018), Hannune no6bix
2 13 3 OCHOBHbIX KpUTepreB onpegenseTt Hanuumne onpege-
neHHoro Buaa (deHotuna) CMA[1, 5, 7] (tabn. 1).

MnepanpporeHuns
MonukncrosHaa cTpyKTypa
AHoBYynAUMA (knuHNYeckan u/vunn
ANYHVKOB MO faHHbIMm Y3U
6rnoxmmMmmnuecKas)
Bug (peHoTnn) ) + + +
(«<knaccrnyecknmn»)
Bug (peHoTMN)
. + +
(«aHOBYNATOPHbIN)
Bug (peHoTMN)
. + +
(«<OBYNATOPHDIN»)
Bup (peHoTnn) + +

(«HeaHOPOreHHbIN)
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2. AMATHOCTUKA 3ABOJIEBAHUA UNTN COCTOAHUA
(rPynnbl 3ABOJIEBAHUA NN COCTOAHUIA),
MEAMUMHCKME NMOKA3AHNA U NPOTUBOMOKA3AHUA
K MPUMEHEHNIO METOAOB ANATHOCTUKIN

OunarHoctuka CIA ocHoBaHa Ha pesynbTaTax KAWHU-
YecKMx U nabopaTopHbIX MPOABIEHUNA TMNepPaHAPOreHNN,
OLleHKe MeHCTpyasbHOW, OBYNATOPHON QYHKLMK, a Takke
MOPPONOrMUECKOro CTPOEHWA AUYHMKOB C MoMoLLbio Y3,

[urarHoctnyeckme noaxofbl OT/IMYAKOTCA Y NOAPOCTKOB
N >KEHLMH penpoayKTUBHOro Bo3pacTa. ¥ nogpoctkos Cl1A
OMarHOCTMPYEeTCA NPU HANNYNN KNUHUYECKON rmnepaHapo-
reHUU 1N HEPEryNAPHOro MeHCTPYanbHOro LMKia, Npy 3TOM
YNbTPa3BYyKOBbIE KPUTEPUN NPAKTUYECKM HE MCMONb3YIOTCA.
Takxe B 3TOM paszfene 6yayT pacCMOTPEHbI AuarHoCTUYe-
cKue KpuTtepumn conyTcTBytowen natonorumn Cl1fl, kotopas
MOET BO3HUKaTb Yalle, YemM B 0OLIe NOoNynsaLmm, a TakxKe
ansaTbcs cneactemem CMA.

YnbTpacoHorpaduryeckue
ANYHVKOB:

+ MpW MCNOMb30BaHMM TPAHCBarvHaabHbIX AAaTYMKOB
¢ 8 MI'y — Hanuuue >20 GonnnKynos ANaMeTpom 2—9 Mm
B N1I06OM ANYHMKE U/Unn yBennyeHne obbema nobdoro
ANYHUKa =10 cm® (MpY OTCYTCTBUM XKENTOro Tena, KUCT
WM [OMUHAHTHBIX GONNMKYNoB);

+ MpW KCNOMb30BaHMM TPAHCBarvHanabHbIX AAaTYMKOB
C MEHbLUVMMN pa3speLLaLLMX XapaKTepUCTUKaMu 1nm
npu TpaHCabJOMUHANBHOM UCCNeA0BaHUN — yBeUYe-
Hue obbema noboro anyHmKa =10 cm?® (Mpu oTCyTCTBUM
XKeNToro Tena, KUCT W JOMUHAHTHBIX GOJINKYOB).

Kputepmn MNOANKUCTO3HbIX

2.1 ®usukanbHoe obcnegoBaHue

Mpy HanMuMM KNMHUYECKOW rMnepaHAporeHnn (akHe,
M36bITOYHBI POCT BOJIOC Ha Tefe U Nuue, BbiNajeHne BO-
NOC Ha BOMIOCKUCTON YacTy rOfoBbl) HEOOXOAMMO NPOBECTU
onpepgeneHHble OLeHOYHbIE METOANKN.

+ PekomeHpayeTcA nogcyeT rMpCyTHOrO YMCIA XKeHLU-
HaMm C >kanobamm Ha N36bITOYHBIN POCT BOJIOC Ha NULe 1 Tese
[ONA OLUEHKN CTeNeHN BblPaXXeHHOCTW rMpCyTM3ma no Moau-
duumpoaHHoli wkane OeppumaHa-lonnses (NpunoxeHue
I, punc. 1) [5,8-111.

YpoBeHb y6epgutensHocTn pekomeHgauun (YYP) —
C (ypoBeHb fOCTOBEpHOCTN AoKa3aTenbcTs (YA ) — 5).

KommeHmapuu: PacnpoCcTpaHeHHOCTb rMpcyTru3mMa npu
knaccnyeckom dpeHoTune CMNA pocturaet 75%.

CornacHo nocnegHMM pekomeHZauusaM, O rMpcyTU3Me,
KaK NpaBuio, CBUAETENIbCTBYET CymMa 6annos no moaudu-
unposaHHon Llikane MeppumaHa-lonneea >4-6, ogHaKo
UMeIoTCA pacoBble 0CO6EHHOCTN OLEeHKN rmpcyTm3ma [1].

Y HeKoTOpbIX NpeACcTaBUTENbHUL, €BPOMNEOVNAHON U He-
rPOVAHON pac MAaTOrHOMOHWYHbLIM ABNAETCA MOBbILIEHMWE
3HauyeHMA cymmbl 6annoB No ykasaHHoOW WKane >8. Y npepa-
ctaBuTenbHuL KOro-BoctouHom A3nm anarHOCTUYECKM 3Ha-
YVIMO MOBBbILLEHWE CYMMbI 6ANIOB MO faHHOW WwKane >3 [12].
bonee BbipaXeHHbIW TMPCYTU3M XapaKTepeH OJA >KEHLWH
bnnxHero BocTtoka, JlatnHckon Amepukn n CpepgnsemHo-
Mopba [1]. OgHako cTeneHb rmpcytnama npu CrA He Bcer-
[la KOPPEeNMpPYET CO CTeneHblo N36bITKa aHAPOreHoB. Taxe-
NbIA TUPCYTY3M MOXET HabnoaaTbCcA NPV HE3HAYMTENBHOM
MOBbILEHUN YPOBHA aHAPOreHOB B CbIBOPOTKE KPOBWY,
a 3HauMTenbHOE MOBbIWEHME MOKa3aTenen He Bcerga Co-
NPOBOXAAeTCA rMMPCYTU3MOM. ITO HECOOTBETCTBME MeXIY
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KINMMHWYECKME PEKOMEHZALINNA

YPOBHEM FOPMOHOB 1 CTEMEHbBIO BbIPAXKEHHOCTU TMPCYTH3-
Ma oTpakaeT pa3Hyl MHAMBUAYaNbHYK YYBCTBUTENIbHOCTb
TKaHU-MULLEHW K STVM FOPMOHaM.

+ PeKomeHayeTcA KOHCynbTaumMa Bpaya [epMaTono-
ra-BeHepoJsiora Npu HanMuMn *anob Ha akHe 1 BbiNageHne
BOJIOC AN1A BbIABNEHUA NPUYMHBI STUX NaTONOMMYeCcKUx co-
ctossHum [10, 13].

YYP —C(YAA —5).

KommeHnmapuu: HeT BanManpoBaHHbIX OLEHOYHbIX LUKaJs
OnA onpefeneHusa CTeneHu TAXKeCTU YrpeBbIX BbICbIMaHUN.
LWkana JllogBura npegnoytmuTenbHa oA OUEHKN CTeneHn
BbIPa>KEHHOCTU anonewyuu.

Hannume akHe 1 anonewuunu He ABNAETCA HafEXHbIM KpU-
Teprem runepaHaporeHumm.

Y noapOCTKOB B KaYeCTBe KIMHMYECKOro NPU3HaKa rune-
paHAporeHNy pacCMaTPUBAETCA TONbKO BblpaXKeHHOEe akHe.

- PekomeHpgyeTca npoBoguTb ¢pu3MKasbHoe ob6Chne-
[lOBaHVe C OLeHKOW Hannuma yepHoro akaHTto3sa npu ClA
[13-15].

YYP —C(yan — 4).

KommeHmapuu: K KnMHMYeCKuM MapKepam NHCynHope-
3ucteHTHOCTU (MP) y nauymeHTok ¢ CIA oTHOCKTCA YepHbIn
aKaHTO3 (NanunnApHO-NUrMeHTHas ANCTPODMA KOXM B BUAE
NOKanmM30BaHHbIX yYacTKOB Bypor runepnurmeHTaLum B o6-
NacTN KOXHbIX CKNafoK, Yalle LWew, MOAMbILLEYHbIX BNaAWH,
naxoBou 061acTu, KOTOPbIe TMCTONIOTMYECKN XapaKTepusy-
I0TCA rnepKepaTo3oM 1 NanmIoMaTo3om).

+ PeKomeHAyeTcA BCEM XEHLUMHAM C MOJO3PEHMEM
Ha CIA npoBoAnNTb M3MEpPeHUsa pocTa 1 MacCbl Tena C Bbl-
uncneHnem IMT ana onarHoCTUKKN N30bITOYHOM MAccChl Tena
nnn oxmnpeHuns (npunoxenmne 2) [1,7,17,18, 19, 20, 109]

YYP—A(YAA-2).

Kommenmapuu: UMT BbluncnsieTca no popmyne:

NMT (kr/m?) = macca Tena (kr)/poct? (m2).

MosbiweHune UMT npu CIMA BcTpevaeTca yalle, yem B 06-
Wwen nonynAumm, 4yto B 4 pasa yBenuumaet puck C[l 2 tuna
B 3TOM nonynAuun [90].

Oxmpenne npn CMA:

- BOMONHUTENbHBIN GAKTOP pUCKa CepAeYHO-COCYANCTbIX
3aboneBaHuin;

- ¢daKTop pucKa paka SHAOMEeTpUs (KOTOPbI BCTPeYaeTcs
B 2-6 pas3 yalle B CpaBHEHWN C XeHWwHamm 6e3 CI1);

- ycyryonaowmin pakTop pUcka AenpeccuUBHbIX Y TPEBO-
»KHbIX COCTOSIHUN;

- ¢daKTop, BAVAIOWMIA Ha NPOLEHT POXKAAEMOCTM, OTBET
Ha BOCCTAHOBJIEHVE PENPOAYKTUBHON GYHKUMN 1N UCXO-
Ibl 6epemMeHHOCTN.

+ PeKomeHAyeTcA BCEM XEHLUMHAM C MOJO3PEHMEM
Ha ClA npoBoauTb n3amepeHne okpykHoctu Tanum (OT) ana
AVArHOCTUKM abaoOMUHANBHOTO (BMCLIepPasibHOro) OXupe-
HUA (npunoxeHune 2) [17-20].

YYP —C(YAA-5).

Kommenmapuu: NMokasaTtenem abaoMnHanbHoro (Buc-
LepanbHOro AN MyXCKOro) TUna OXmnpeHusa (C KoTopbim
1 cBA3aHbl 6onee BbICOKME PUCKM HaPYLUEHWU YTNIeBOAHOIO
0bMeHa 1 cepfeYHO-COCYANCTbIX 3aboneBaHNiA) y >KEHLLUH AB-
naetca OT>80 cm. B AnoHum ncnonb3ytot 3HaueHna 85 cv ana
My>UuH 1 90 cm ana xeHwmH [101]. XKeHwmHbl ¢ CMNA vawe
UMeloT abJOMIMHaNIbHOE OXKUPEHME, KOTOPOE acCoLMMPOBa-
HO C MeTabonuyecknmm 3abonesaHuAMU. A6IOMUHANbHOE
oXrpeHue Hanpamyto ceasaHo ¢ UP. ismepeHne OT — nH-
$bOopMaTUBHBIN 1 MPOCTOM AaHTPOMOMETPUYECKUIN MeTOoS,
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No3BONAWNNA BbIABUTL MeTabonnyeckre HapylleHu s,
MOCKOJIbKY 3TOT MOKa3aTesib MPsAMO KOPpPenupyeT C Konuye-
CTBOM abOMVHANBHOTO XMpa.

2.2 JlaGopaTopHble AnarHocTnyYeckne ucciesoBaHns

+ PekomeHAyeTcA BCEM XKEHLUMHAM C MOJO3PEHUEM
Ha ClNA nccnepoBaHre ypoBHA CBOHOAHOrO TECTOCTEPOHA
B KPOBM PACUYETHbIM METOLOM, UCMONb3ys MHAEKC cBOOOA-
HbIX aHgporeHoB (MCA), unm 6MogoCcTynHOro TeCTocTepoHa
ONsl OUEHKU Hanuuvsa GUOXMMMYECKOW rvnepaHaporeHnm
[1,2,4,7,21-23,120].

YYP —B (YA — 2).

Kommenmapuu: UCA — 3T0 nokasaTeflb COOTHOLLEHUA
obLLero TecTocTepoHa K rinodynviHy, CBA3biBatoLLEMY MOIOBblE
ropmoHbl (FCMI). Ana pacueta CA ncnonb3sytoT popmyny:
NCA = obwui TectoctepoH (Hmonb/n) / TCAMN(Hmonb/n) x 100.

HopmanbHoe 3HaueHune NICA y eHLWrH penpoayKTUBHO-
ro nepuoga — 0,8-11%.

Ina pacueta 6MOOOCTYNHOrO TECTOCTEPOHA HEOOXOAU-
MO, HapAZy C TeCTOCTEPOHOM, ONpeaerieHne YPOBHS anboy-
MMHa CbIBOPOTKU KPOBMU.

« [InAa oueHKM HanMuna OUOXUMMYECKOWN TMMepaHapo-
reHAn (MccrnepoBaHMe ypoBHeW obLiero u CBOOGOAHOMO Te-
CTOCTEPOHA B KPOBM) Yy MaumeHTOK ¢ nogo3peHvem Ha CI1A
peKoMeHAYyeTCs KULKOCTHasi Xpomatorpadua ¢ Macc-crnek-
Tpometpuelr  (Liquid  chromatography-tandem  mass
spectrometry, LC-MS), razoBasi xpomatorpadus ¢ macc-crek-
TpomeTpueli (gas chromatography-tandem mass spectrometry,
GC-MS), a Takke pPagMoOMMMYHOJIOTMYECKOe WCCIIefoBaHme
(PUA) c aKcTpaKkumen opraHUYeckumy pacTBOpUTENAMI C NO-
cnepyolein xpomatorpaduein [1,2,4,7,21-23,119].

YYP —B (Yya4 — 3).

Kommernmapuu: lMpw nHtepnpeTayum nokasartenem Tecto-
CTepoHa HeobXo4MMO PYyKOBOACTBOBaTbLCA pedepeHCHbIMU
WHTepBanamu, NCrnosb3yembiMu TlabopaTopuen.

+ He pekomeHayeTcA ncrnonb3oBaTb MNpsAMble METO-
Obl onpefeneHnsa cBO6OJHOIO TeCTOCTEPOHA, OCHOBAHHbIE
Ha UMMYHOGEPMEHTHOM U PAAVOMETPUYECKOM aHanm3ax
B CBA3M C UX HM3KOW YyBCTBUTENIbHOCTBIO 1 CrieuuduyHo-
ctbio [1,2,4,7,21-23].

YYP —C(YAA- 5).

+ PekomeHpayeTcA wnccnefoBaHMe YPOBHA [ervppo-
anmaHapocTepoHa cynbdata (O3AC) u aHApocTeHAMOHA
B KpPOBM B CJlyyae, KOrfa ypoBHU oO6LEro n cBo6ogHOro
TeCTOCTePOHA He MOBbILLEHbI, XOTA 3T MapKepbl NpeacTas-
NAT OrPaHNYEHHYIO AOMOSHUTENbHYIO HbOPMaLMIO B AW-
arHoctuke CMA[1, 2,4, 7,21-23].

YYP — C(YAA-5).

Kommernmapuu: [laHHble nokasaTenun ABAAIOTCA BCMOMO-
ratesibHbIMM MapKepamy OOX1MMNYECKON rnepaHaporeHnn
npu CINA 1 He BOMKHbI UCNOb30BaTLCA Ha NEPBOM 3Tane

AVNArHOCTUKM.

- He pekomeHpyeTca oueHKa 6GUOXMMMYECKON
rMNepPaHapPoOreHnn Yy >KEHWMWH, MNPUHUMAKWUX KOM-
OUHVMPOBaHHbIE  OpajibHble  KOHTPaLenTuBbl (KOK;

Mo aHaTOMO-TepaneBTUYECKO-XMMUYECKON Knaccndukaumm
(ATX) — MMporecTareHbl 1 3CTpOreHbl (GUKCMPOBAHHBIE CO-
yeTaHVA)) UK VHble TOPMOHCOAEPXKaLLMe nNpenapartbl, Bu-
AloLWme Ha YPOBHN TECTOCTEPOHA BCIEACTBME BO3MOXKHOIO
Nnony4eHna JIOKHbIX pe3ynbratoB (Mo ATX — cnMpoHonak-
TOH, aHTUaHgporeHbl) [1, 2, 4,7, 21-23].

YYyP— C(yAaa —>5).

Mpo6nembl s3HAOKpUHONornn 2022;68(2):112-127

doi: https://doi.org/10.14341/probl12874

Mpo6nembl sHAOKpPUHONoruu / Problems of Endocrinology | 115

KommeHnmapuu: Ecnu Heo6xogumo npoBeaeHvie gnarHo-
CTMYECKUX NPOB, TO HY>KHO OTMEHWTb NpenapaTbl Ha 3 Mec.
Ha Bpems otmeHbl KOK (no ATX — lNporecTtareHbl v 3CTPOreHbl
(dpuKcMpoBaHHbIe COYETAHUSA)) KEHLLMHAM, HE MIAHMPYIOLLMM
6epeMeHHOCTb, HEOOXOAUMO PEKOMEHI0BATb HEFOPMOHAJb-
Hble MeTOAbl KOHTpaLenumnun.

+ PeKomeHAayeTcA OLEHKa [MIMKEMUYECKOro CTaTyca
npu NepB1UYHOM 06CNefoBaHMM Kaxkaon naumeHTkm ¢ CIA.
[nA OUeHKU rMKeMUYecKoro cratyca MCNonb3ylTca: UC-
cnefoBaHMe YPOBHA [IOKO3bl B KPOBM HaToLWaK, NpoBe-
JeHne nepopanbHOro rnkosoTtonepaHTHoro Tecta (MITT)
UNN UCCNIefOBaHME YPOBHS MMKNPOBAHHOIO reMoriobuHa
B KpoBwu [118].

YYP— B (YO4 — 2).

« Pekomenpyetca nposoantb 2-yacoson MMTT c 75 r
rMoKo3bl NaumeHTkam ¢ CMA npy Hannumny GakTopoB puUcka
(MUMT>25 kr/m? (nnun >23 Kr/m? y a3uaTtok), runeprinkemus
HaTOWaK, HapylleHne TOJNIePaHTHOCTM K yrneeBofjam wunu
recTalyMoHHbIN AMabeT B aHaMHe3e, OTATOLEHHbIN Hacnes-
CTBEHHbIN aHaMHe3 no Cl1 2 Tuna, NPUHaNEXHOCTb K 3THU-
YecKowm rpymnmne BbICOKOro pucka) [1, 2,4, 7,21-23].

YYP —C(YAA —5).

KommeHmapuu: Y XeHW H penpogyKTMBHOro Bo3pacTa
¢ CNA yawe, yem B OOLLEN NONYNALMY, PA3BMBAIOTCA Hapy-
LWeHuUn yrneBogHoro obmeHa (B 5 pas3 — B A3uu, B 4 pasa —
B CLLIA n B 3 pa3a — B EBpone), He3aBMCMMO OT OXUPEHNS,
HO yCyrybnsoTcs ero Hanmumem.

OueHKy nokasaHum K nposegeHuto MNITT y naumeHToK
¢ CMNA Heo6xoQMMO NPOBOAWTL HA MEPBUYHON KOHCY/bTa-
LMK, Ha 3Tane NperpaBUgapHON NOArOTOBKY 1 B nepuof be-
peMeHHOCTU Mexay 24 1 28-n Hegenamu (Npu OTCyTCTBUN
nperecTaLOHHOroO caxapHoro anaberta).

- PexkomeHpyeTtca nostopHoe nposegeHue MNITT Kax-
Zble 1-3 rofa B 3aBUCMMOCTU OT Hannuma GakTopoB pricka
pa3BUTUA HapYLIEHMI YrneBoAHOro obmeHa (Hampumep,
NpU HanUuMM LEHTPANIbHOTrO (BMCLEPAIbHOMO) OXMPEHUs,
nprnbaBKM Macchbl Tenla U/unn CUMNTOMOB pPa3BUTUA Anabe-
Ta) [1, 24-30].

YYP —C(YAA —5).

+ He pekomeHayeTcAa wuccnefoBaHMEe YPOBHA aH-
Tumionneposa ropmoHa (AMI) B KpoBu B KauyecTBe Aua-
rHocTnyeckoro Kputepua ClA y XeHWmWH ¢ Nogo3peHnem
Ha CMA[1,31-34, 117].

YYP — B (YA4 — 2).

+ He pekomeHgyeTca pyTVHHOE UCCNIeJOBaHNE YPOB-
HA UHCYNMHA N1a3Mbl KPOBUM y MaUMEHTOK C MOAO3PEHMEM
Ha CMA unu npu BepudurumposaHHom CIMA [1, 24-30, 35].

YYP — C(YA4 —5).

- PexkomeHpyeTcA 1CMoONb30BaTb METOAbl HENpPAMOWN
oueHkn WP c nomouwpbio uHAaekcoB Homeostasis model
assessment (HOMA) n Caro [1, 24-30, 35].

YYP —C(YAA —5).

KommeHmapuu: 30n0TbIM CTaHAAPTOM ANATHOCTUKN
NP aBnaeTca syrnnkemMmnyeckuin rmnepuHCyInHeMmnyeckmi
KN3MN-TECT C BHYTPUBEHHbIM BBEI€HMNEM NHCYNIHA N OfHO-
BPEMEHHON NHY31el rMoKOo3bl AN NOAAEPKAHMA CTabusb-
HOro YPOBHA MMNKeMUN. YNPOLEHHON MOAENbIO KN3MM-Te-
CTa ABNAETCA BHYTPUBEHHbDIN MMIOKO30TONEPAHTHbIN TeCT,
OCHOBAHHbI/ Ha MHOTOKPAaTHOM OMNpefeneHnn rMnuKemMmnm
1 MHCYNnHa KpoBu. OfHaKO 3TV MeToAbl ABNAIOTCA MHBA3UB-
HbIMW, TPYAOEMKUMU 1 JOPOrOCTOALLMMU, YTO HE MO3BONAET
LUIMPOKO UCNONb30BaTb MX B KIIMHNYECKNX NCCNefOoBaHUAX.
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3HaueHunAa nHgekco HOMA u Caro cywecTBeHHO 3aBUCAT
OT NPUMEHAEMOro MeToAa onpefeneHna KOHUeHTpauum
nHcynuHa. Mngekc HOMA-IR (B Hopme meHee 3,9) onpepe-
nsaetca no dopmyrne:
YpoBeHb rMioKo3bl HaToWaK (MMOnb/N) X YPOBEHb MHCYNVHA
Hatowak (mEn/n)/22,5.

MNHpeKc OTHOLWeHWe roKo3bl (B MMOMb/N) K UHCYNNHY
(B MKME/Mn) B Nna3me KpoBW HaTowak. HopmanbHoe 3Haue-
Hue =0,33.

2.3. UIHcTpymeHTanbHble AuarHocTnyeckne nccnegoBaHns

+ PekomeHpayeTcA npoBefeHue ynbTPa3BYKOBOIO MC-
cnepoBaHus (Y3M) opraHoB manoro Tasa nauueHTkam ¢ ClA
U NPy NOAO3PEHUN Ha Hero Ansa BepudrKauum anarHosa
[1,7,38-41,116].

YYP—A (YAO —2).

KommeHmapuu: PekomeHOOBaHO MCMONb30BaTb ynbTpa-
COoHorpaduyeckre KpUtTepum NoMKNCTO3HbIX SMUHNKOB:

- MpW WNCMONb30BaHUM TpPaHCBarMHaAbHbIX AaTYMKOB
¢ 8 My — Hanunuue >20 GonnnKynos ANaMeTpom 2—9 Mm
B N1I06OM ANYHMKE U/Unn yBennyeHne obbema noboro
AnYHUKa =10 cm® (MpY OTCYTCTBUM XKENTOro Tena, KUCT
WM [OMUHAHTHBIX GONNMKYNoB);

- MpWY  WNCNONb30BaHUM TpPaHCBarMHaAbHbIX AaTYMKOB
C MeHbLVMIM pa3peLLaloWwnMm XapakTepucTukaMmm unm
npu TpaHCabJOMUHANBHOM UCCNIEA0BaHUN — yBeUYe-
Hue obbema nboro anyHmKa =10 cm® (Mpu oTCyTCTBUM
XKeNIToro Tena, KUCT W JOMUHAHTHBIX GOJINKYNOB).
Mpn Hanuuuwn Xentoro Tena, KACT WUAN JOMMHAHTHbIX

donnukynos Y3/ BbINOMHAETCA NOBTOPHO, NOC/E CMOHTaH-

HOM WA MHAYUMPOBAHHOM MeHCTpyaLuuun.

+ He pekomeHgyeTca NCNonb30BaTh yNbTPa3BYKOBblE
NPU3HaKM MONMKUCTO3HbIX ANYHMKOB Yy MOJPOCTKOB C MO-
po3speHnem Ha ClA B TeyeHne 8 neT nocne HacTynneHus
MEeHapxe B KayecTBe ANarHOCTUYECKOro KpUTepus B CBA3U
C BbICOKOWM YacTOTOW MyNbTUQONIMKYIAPHOrO CTPOEHU
ANYHUKOB B 3TOM Bo3pacTe [1, 38, 39, 102].

YYP—C(yAa — 5).

+ PekomeHpyeTcA wuCNONb30BaHWE TpaHCBarnHab-
Horo gocTtyna npu Y3M opraHoB Manoro Tasa y ceKkCyanbHO
aKTMBHbIX »eHLWKMH ¢ nogo3peHnem Ha CIMA nnm ¢ CMA, npu
COXPAaHHOM MEHCTPYanbHOM LKine — B GONNNKYNAPHON
¢dase, a npu onuro/ameHopee — MO0 HE3aBMCUMO OT MEH-
cTpyaumm, nnbo Ha 3-5-1 JHU nocie MeHCTpyauun, NHAY-
LUMpPOBaHHOW MporecTepoHoM (npoba ¢ nporecTtepoHOM)
[1,7,38].

YYP—C(yAa —5).

Kommenmapuu: laHHble KpUTepun He cneayeT NPUMEHATb
y *KeHWwwuH, nonyyatowmx KOK.

2.4 Vinble pnarHoctnyeckne nccnegoBaHns
+ PekomeHpyeTcA 1CNonb30BaTb Cleaylolwme Kpute-
pvn OVArHOCTUKN HEPEerynapHOro MeHCTpyanbHOro uuknia
Y XKeHLLUVH penpoayKTMBHOro nepunoga:
- NPOJOMKUTENBbHOCTb LKA 6onee 35 gHel unm meHee
8 MeHCTPYyanbHbIX LIMKNOB B FOA Y »KEeHLLMH;
- MPOAOKUTENBbHOCTb LUNKNA MmeHee 21 aHsa [1].
YYP—C(yaa —5).
+ PekomeHpyeTcA 1CNonb3oBaTb Clegylolwme Kpute-
puvKn HeperynapHoro LMKna y nogpoctkos [1]:
- npomomKkuUTeNnbHOCTb >90 AHel pna nwboro umkna
Ha NepBOM rogy nocne MeHapxe;
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- <21 wnn >45 gHen B nepuog ot 1 8o 3 neT nocne MeHapxe;
- nepBunYHas ameHopesd K 15-neTHemy BO3pacTy uiv rnocse

3 net nocne Tenapxe;

- <21 vnn >35 gHen unu <8 UMKNOB B rog B Mepuof,

OT 3 NeT nNocse MeHapxe.

YYP —C(YAA —5).

+ PeKomeHpyeTca unccnefoBaHME YPOBHA nporecre-
pOHa B KPOBM Ha 6-8-i1 ieHb nocnie oBynaAuun ansa sepudu-
KaLuu OBYNATOPHOWN ANCHYHKLMN Y XEHLIUH PENPORYKTUB-
Horo nepwuoga [1, 7, 38].

YYP —C(YAA —5).

KommeHmapuu: Mpu perynapHbIX MeHCTpYyabHbIX
LMKNax BO3MOXHA OLleHKa OBYNIATOPHON GYHKUUN ANYHM-
KOB Mo faHHbIM Y3/ opraHoB manoro Ta3a Ha 21-22-11 geHb
MEHCTPYaNbHOrO LUMKNa. YpOBeHb NporecTtepoHa <3 Hr/mn
B cepefuHe NoTenHoBol $a3bl CBMAETENbCTBYeT 06 OT-
CyTCTBUM oBYnAUUM, <10 HI/MA UM CyMMa N3MepeHUn
B 3 nocnenoBaTesibHbIX UMKNax <30 Hr/Mi MOXeT CBU-
[eTenbCTBOBATb O HEMOJIHOLEHHOW NOTENHOBON dase
MEHCTpPYanbHOro UunKna.

+ PekomeHpgyeTca BbIABNATL Y NaumeHTok ¢ ClMA n n3-
ObITOYHBIM BECOM WS OXMPEHWEM CUMMTOMbI, XapaKTep-
Hble AN CMHOpPOMa OOCTPYKTUBHOrO anHo3 cHa (COACQ)
(xpan, AHeBHaA COHNNBOCTDb M NOBbILIEHHAA YTOMIAEMOCTb),
U NpUW UX HaNMYUM NPOU3BOAUTb MONMCOMHOrpaduyeckoe
nccneposaHue [1, 117].

YYP — B (YA4 — 2).

KommeHmapuu: NauneHTKn ¢ ANarHoCTUPOBAHHbIM
COAC HanpaBnawTCa B Cneyunannm3npoBaHHoe nevebHoe
yupexaeHue.

OueHka pucka cep0eyHo-cocyoucmeix 3abonesarud (CC3)

y xeHuwuH ¢ Cl1A

- PekomeHpgyeTca npoBoanTb ndmepeHne ALl exeron-
HO, NPV HEOOXOAVUMOCTM U HaNNuMKM XKanob valle BCem na-
umeHTkam ¢ CIMA B cBA3M ¢ noBblweHHbIM puckom CC3 [1, 7,
46-51, 113].

YYP —C(YOA-3).

+ PekomeHnpyetca nposoantb nsmepeHne OT n pac-
yeT UMT npwn kaxxgom Bu3smTe y Bcex »keHwuH ¢ ClA B cBA3n
C noBblweHHbIM puckom CC3 [1, 7,46-51, 113].

YYP—C(YAA — 3).

+ PekomeHgyeTcA MPOBOAWTb OLEHKY JMMUAHOIO
npoduna (aHanu3 KPoBU MO OLEHKE HapyLIeHun nunung-
HOro obMeHa 6UMOXMMUYECKNIA) HA MEPBUYHOI KOHCYbTa-
LK1 B CBA3M C NOBbIWeHHbIM puckom CC3, a ganee yactoTa
nccneaoBaHUA 3aBUCKT OT BbisiBleHHOW natonoruun [1, 7,
46-51, 113].

YYP—C(YAA — 3).

KommeHnmapuu: K rpynne pucka oTHOCAT xeHwmH ¢ CIMA
NPV HANMYMK XOTA bl OLHOTO U3 CrieAYIOLLMX GAKTOPOB: OXKNU-
peHue (0cobeHHO abLOMUHANBHOE), KypPEHUE, TNepTeH3Ms,
rMNOAVMHAMUSA, AUCTIUNUAEMUSA, CYOKITMHUYECKA aTepo-
CKJ1Iepo3, HapyLLeHne TONepPaHTHOCTA K II0KO3e, CEMeHbIN
aHamHe3 no paHHum CC3 (meHee 55 net y poaCTBEHHVKOB
MY>CKOro Nnosa, meHee 65 net — y poACTBEHHUL, XKEHCKOro
nona).

+ PeKomeHayeTcA NpoBOAUTb CKPUHWUHT Ha Hanuuume
TPEBOXXHO-AENPECCUBHbIX PACCTPOWNCTB Yy BCEX MaLMEHTOK
¢ CINA B cBA3U C NOBbILEHHBIM PUCKOM JaHHbIX HAPYLIEHWUN
[1,7,46,52-55].

YYP —B (YAA 2)
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3. IEMEHUE, BK/TIOYAA MEAUKAMEHTO3HYIO
WHEMEOUKAMEHTO3HYIO TEPANUU, AUETOTEPANNIO,
OBE3BOJINBAHUE, MEAULUWHCKUE NOKA3AHUA

N NPOTUBONOKA3AHUA K NTPUMEHEHUIO METOL0B
JIEYMEHUA

Lenn neyeHuna: ycTpaHeHWe NpPOABAEHWUA aHApPOreH-
3aBMUCMMOW [JepmaTonatuy, HopManu3auusa Maccbl Tena
N KOppeKUMsa MeTabonuuecKrx HapyLIeHWi, perynauus
MEHCTPYANbHOMO UMKNA AN NPOoOUNAKTUKU rMnepniasmm
SHAOMETPUS, BOCCTAHOBJIEHVE OBYNIATOPHOIO MEHCTPYaslb-
HOro UMKNa u GepTUAbHOCTY, NpedynpexaeHne No3gHUX
ocnoxHeHmn CMNA. UHanBmayanbHbIl NnaH BegeHWA nauu-
EHTKM COCTaBJIAETCA C YYETOM OCHOBHBIX »Kanob, penpoayk-
TUBHBIX YCTAHOBOK, HANlMUMA PUCKa CEPAEUYHO-COCYANCTbIX
3aboneBaHnii 1 NPoUnx GakTopOB.

KOK, meTdopmuH u gpyrue dbapmakonornyeckue npena-
patbl npu CMNA ncnonb3yiotca off label (6e3 odurymanbHbIX
MoKa3aHWi B UHCTPYKLUN), OBHAKO NMEETCSt MHOXECTBO UC-
CflefoBaHWiA, noaTBepXKAaoLwmx ux 3GpdeKTMBHOCTL. Bpauu
JOKHBbI MHGOPMUPOBATb NALMEHTOK U 0bcyxaaTb dbdek-
TUBHOCTb, BO3MOXHbIe No60oYHble 3ddeKTbl 1 NOCeacTBUsA
Tepanuu Ans BblpabOTKU NEPCOHANM3NPOBAHHON TaKTUKU
BeLEHNA.

3.1. KoHcepBaTBHOE NeyeHne

- PexkomeHpyeTcAa ncrnonb3osatb y naumeHTok ¢ ClA
MoanduKaLmio obpasa XK13HW, BKIOYaloLWy dusnyeckue
YMpaXKHeHNA U paLMoHanbHoe cbanaHCMpoBaHHOe nuTa-
HUe, AnA OOCTUXKEHNA 1 NOoAAep»aHMA HOPMasibHOM Mac-
Cbl Tena, 06Lero COCTOAHMA 300POBbA M KAyecTBa »U3HU
Ha NPOTAXXEHW BCEN XU3HU [56-58].

YYP—A(YAO—1).

Kommenmapuu: JocTuxXunmble uenn, Takme Kak noteps
Beca Ha 5-10% B TeueHue 6 MeC Y NaLMeHTOK C N36bITou-
HbIM BECOM, MPUBOAAT K 3HAUUTENbHbIM KIMHUYECKMM
ynyyweHuam. CHUXeHne maccbl Tena Ha poHe moandu-
Kaumm obpasa xu3HM y naumeHTok ¢ CMA cnocobeTByeT
HOpManu3aunmn MeHCTPYanbHOW GYHKLUN U YIYULLEHUIO
pAga MeTabonnuyeckux nokasaTenen (MpenmyLiecTBeH-
HO — yrneBojHoro obmeHa), ofHako OTBeT MmeeT
nHanBuAyanbHbin xapaktep. MNMpu ClMNA HegocTaTouHO
[l0Ka3aTesIbCTB NPeAnoYTeHNS KaKON-NMbO KOHKPETHOM
auveTtbl. BaxkHO aganTMpoBaTh gnetnyeckre N3meHeHus
B NMULLEBbIX MPVIBbIYKAX NALVEHTKN C MPUMEHEHMEM I'MOKO-
ro N UHANBMAYANbHOTO NOAX0Aa MO CHUXKEHUWIO KaNopuii-
HOCTU NMUTAHUA 1 usberaTb U3NULIHE OFPAHUYNTENbHBIX
1 HecbanaHcnpoBaHHbIX AneT. Ousnyeckana aKTUBHOCTb
y B3pocsbix 18-64 neT fOSIKHa COCTaBAATb MUHUMYM
150 MUHYT B Hepento GU3NYECKON aKTUBHOCTM CpefHel
WHTEHCUBHOCTU, NN 75 MUHYT B Heaesnio BbICOKOW WH-
TEHCUBHOCTU, U SKBUBaNeHTHaa KOMOMHauns obonx,
BK/IOYAA yNnpaXKHeHWA Ha YKpenieHne MbllL B TeYeHue
2 oHeln B HeJeno, He ciegylowWwmx noapaa.

+ PekomeHgyeTcAa NpoBOAUTb Tepanuio KOMOMHUPO-
BaHHbIMW TFOPMOHanbHbIMK KoHTpauentTueamu (KIK): KOK
(no ATX — TporectareHbl 1 3CTporeHbl (GUKCMPOBaHHbIE
coyeTaHusA)), NNacTblpb, MHTPaBarnMHanbHOE KOJbLO y nauu-
eHToK ¢ C[1fl, HapyweHUAMN MEHCTPYaNbHOIO LMKa N KNu-
HUYECKUMU MPOABIEHNAMUN TUNEPaHAPOreHUn (rmpcyTrsm
M aKHe) B KauecTBe Tepanuu nepBon nuHun [59-64].

YYP—B (yan—1).
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Kommernmapuu: XeHwmHam ¢ CTA, He 3anHTepecoBaHHbIM
B 6epEeMEHHOCTY, PEKOMEHIYIOTCS oOble METOAbI KOHTpPa-
Lenuum C y4eTom KpUTepres NPUeMIEMOCTU KOHTpaLenumnm
BO3 [65]. NMpu npumeHeHnn KIK y 60nblUMHCTBA NALMEHTOK
¢ CIMA nonb3a npesbiwaeT puckn. OHN He OKa3biBaKOT Hera-
TUBHOTO BANAHUA Ha GepTUNIBHOCTb NaLUEHTKY B OyayLuem.
SddektTuBHocTb KIK 06ycnosneHa nofaBneHrem cekpeLmm
JIT, 4yTO NPUBOANT K CHUXKEHUIO MPOAYKLMM OBapuasbHbIX
AHJPOreHoB; 3CTPOreHHbIN KoMnoHeHT KIK cnocobcTtyeT
nosbiweHuto yposHer I'CIl, uTo, B CBOIO ouepenb, CHUKAeT
YPOBEHb CBOOOAHO LIMPKYNMPYIOLLErO TECTOCTEPOHa; NPo-
rectmH B coctaBe KI'K MOXeT oCyLuecTBAATb KOHKYPEHTHOe
B3anmopgencTene C 5a-pegyKkra3on Ha ypOBHe peLenTopoBs
K aHgporeHam. Kpome Toro, KI'K cHu»KaloT npoayKunio Hag-
NMOYEYHMNKOBbIX aHAPOreHOB, NO-BUANMOMY, 3a CYET NOAaBNe-
HuA npoaykuuun AKTT. 1na Tepanmm moxeT Ncnosib30BaTbCA
no6on KI'K ¢ ntoboit 40301 3CTPOreHoB, OfHAKO Npenaparbl,
cofepxawue 35 MKr 3TUHUA3CTPaguona 1 LMNpoTEPOH,
He JO/MKHbI paccMaTprBaTbCA Kak npenapartbl NepBon nu-
Huu npu CMA n3-3a no6ouyHbIX 3ddeKTOB, BKIOYaA pUCK
BEHO3HbIX Tpomboambonuin. CnegyeT BblOMpaTh Npenapat
C MUHVMANbHO-3)GEKTUBHOW [030M STUHUNISCTPAAMONa
(20-30 MKTr), rectareH »e MoeT 6bITb 10601, 0fHAKO CTOUT
NMPVHVMaTb BO BHYMaHUe MeTabonnyecKyto HeMTPanbHOCTb
rectareHoB npu nogbope neyeHus. Heobxognmo Takxe
YyUnTbIBaTb HanMuyme Takmx accounmnpoBaHHbix ¢ CIA cocto-
AHWI, KaK N3ObITOYHBIN BEC 1 OXMPEHWE, TMNEPUNULEMMIS
N apTepuanbHaa runepTeH3us. PesynbraTbl nccnefoBaHWn
nokKasblBaloT, YTo y naumeHTok ¢ CIA B 3 pa3a yalle BcTpeya-
€TCA r’MNepromMoLMCTEMHEMIS, ABAAIOLLAACA GAaKTOPOM prCKa
ceppeyHo-cocyaucToi natonoruy. B 6onbwmHcTBe cnyyaes
MOBbILLEHNE YPOBHSA rOMOLIMCTENHA — 3TO pe3yrbTaT Aeduup-
Ta ponaToB B OpraHy3me, No3Tomy nauueHTkam ¢ CMfi moryT
6bITb pekomMeHgoBaHbl KOK ¢ ponatamm [92-96, 103-107].

+ Pekomenpyetca wucnonb3oBaTb coyeTaHve KIK
N aHTMAHOPOreHOB MPU NeYeHUn rMpcyTM3Ma B Ciyuae,
ecnu yepes 6 mec unu 6onee KK n kocmetnyeckas Tepanus
He CMOIN 3HAYMMO YNYULINTb CUMATOMBbI [59, 111].

YYP —B (Ya4 —1).

+ PeKkomeHpyeTcA nNpuUMeHeHWe aHTUAHOPOreHOB
npu rupcyTMsamMe B KayecTBe MOHOTepanuu TOMbKO Mpu
HanMuMn NPOTMBOMNOKa3aHMN K NnpumMmeHeHunio KIK nnu npu
HenepeHocumocTun KIK [66, 111].

YYP —B (Ya4 —1).

Kommernmapuu: Mpn HazHaueHVM aHTUAHZPOreHOB HeO6-
XOAMMa HageKHasa KOHTpauenuma. umnpotepoH (50-100 mr
B CYTKM) B LUKNINYECKOM VNN HEMPEPbIBHOM PEXMME MOXKHO
NCMOMb30BaTh Y XEHLUUH B KAaUeCTBE JIeUeHUsA BblParKeHHbIX
ABNEHWI aHApOreHn3aumm (rmpcyTmsma, akHe) [1, 122, 123].
CnvpoHonakToH (o1 50 o 200 Mr B CyTKM) MOXeET ObITb peKo-
MeHAO0BaH AN neyeHuns akHe [2, 122]. OuHactepug (2,5-5 mr
B CyTKu) u dnyTtamug (250-500 Mr B CyTKM) He 3aperncTpupo-
BaHbl B Poccum Ans neyeHna rupcyTriama y XKeHLUH, XOTA OHN
MOryT 6bITb 3ddekTrBHbI [111]. ODnyTamug moxeT obnagatb
renaToTOKCUYHOCTbIO, YTO C/ielyeT NPUHUMAaTb BO BHUMaHMe
npw nogbope Tepanum.

- PekomeHpgyeTca 1Crofnb30BaTb MeTGOPMUH B Ka-
yecTBe 2- NMHUK Tepanuu y naunenTok ¢ CMNA n Hepery-
NAPHBIMA MEHCTPYaUMUAMU B CllyYae Hanuuma npoTmBomno-
KasaHun K ncnonb3osaHuio KIMK nnm nx HenepeHocnmocTtun
[59, 66, 68].

YYP —B (Ya4 —1).
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Kommernmapuu: MetdopMuH HazHavaeTcA B fo3e 500 mr
B CYTKW C MOCTEMNEHHbIM eXeHeAeNIbHbIM MOBbIWEHNEM
no 500 mr, MakcumasnbHasa cyTouHasa go3a — 1500 mr [59, 66,
68, 69].

+ PekomeHgyeTcA npuMeHATb MeTGOPMUH B AOMOI-
HeHue K moauduKkaumm obpasa Xn3HuM y xeHwmH ¢ CMA
1 UMT=25 kr/m? ana KOHTPONA Beca 1 ynyyweHunsa metabo-
NIMYECKMX NCXOLOB, a TakKXkKe MOAPOCTKAM «FPYMMbl pUCKa»
UNN C YCTaHOBMEHHbIM grarHosom ClA [66, 69].

YYP—A(YAO —2).

KommeHmapuu: MeTdopmmH MOXKET OKa3aTb TepanesTu-
yeckui 3¢dEeKT B rpynnax >KeHLMH C BbICOKMM MeTabonnue-
CKUM prCKOM (paKTopbl pucKa caxapHoro gnabeta, Hannuve
HapyLUeHHOV TONIEPAHTHOCTY K ITIOKO3€ MY onpefesieHHble
3THUYECKUE TPynnbl BbICOKOrO pucka). Mpn HasHauyeHun
MeTPOopMMHA HEOOXOAVMO YUUTbIBaTb NOHOUHbIE 3P PeKThl
CO CTOPOHbI XKeNTyAOYHO-KULIEYHOTO TPaKTa, KOTopble, Kak
npaswWo, 3aBUCAT OT [03bl. [103TOMY HE06XOAMMO HauMHaTb
C HU3KOW J03bl, € Wwarom 500 mr 1-2 pa3sa B Hegento. [pena-
paTbl C MPOJIOHIMPOBaHHbIM BbICBOOOXAEHMEM MOTYT MU-
HUMM3POBaTb NO6OYHbIe 3 deKTbl. CnegyeT MOMHUTb, UTO
OnuTeNbHOE NprYMeHeHne MeTGOPMIHA MOXET NPUBOAUTD
K CH/PKEeHMIO BUTaMrHa B12, noatomy HasHaueHmne faHHOM
Tepanun JOMXKHO obcyXaaTbcs ¢ naumeHTkon. Cnegyet
MHPOPMUPOBATL XKEHLLMHY O BO3MOXHOM 3pPeKTUBHOCTY,
pucKax u nob6ouHbIx 3dpdeKTax 3TOro feyeHus.

« PekomeHgyeTtca couetaHue KIK n #metdopmuHa
y *eHwuH ¢ CMNA gna KoppeKkuumn meTabonnyeckux HapyLue-
HU, Korga nprumeHeHre KK n nsmeHeHrne obpasa XusHu
He NPVBOAAT K QOCTUXKEHWIO Kelaembix Lenen [59].

YYP—B (yan—1).

- PekomeHgyeTcAa  wucnonb3oBatb  ¢dapmMakoTepa-
nuio oxmpeHna y nauymeHtok ¢ CMA n UMT=30 kr/m? nnu
NMT=27 kr/m? npu Hanuumm xoTs 6bl OQHOTO 13 CieayLnX
OCJIOXKHEHWI: apTepuanbHasa rMnepTeH3ns, AUCIMNUaemMns,
CA 2 tnna, COAC [1, 66,70, 71].

YYP—A(YAO —2).

Kommernmapuu: lNoBegeHueckasa Tepanma C Lefblo yMmeHb-
LWeHUs NoTpebNeHNa NYLWKW 1 YBENMYeHNa GU3MYeCKon aK-
TUBHOCTU ABMIAETCA 00653aTe/IbHbIM YC/IOBUEM NMPOBOAMMOTO
neveHwus. OueHky 3¢PeKTUBHOCTU IeKapCTBEHHON Tepanum
OXUPEHUSA CfleflyeT NPOBOAWTb CMYCTA 3 MeC OT Hayana fe-
yeHuA. HeapPpeKTVBHbBIM MOXKET CUNTATLCS CHUXKEHME MACChI
Tena meHee yem 5% MCXO4HOM B TeYyeHue 3 mec.

Mpu BbIbOpE MpenapaTta ANA NeUYeHUs OXMPEHWA Npwu
CMNA Hy>KHO NPUHMMATL BO BHUMaHNE Clieflyolmne faHHble.

Y xeHwwuH ¢ CMA, VP, n36bITOYHBIM BECOM WU OXKUpe-
HMEeM NPV OJHOBPEMEHHOM MPUVMEHEHUN OpfncTaTa Uiu
meTdopmuHa ¢ KOK kombrHaumsa KOK+opnuctaT accouum-
poBaHa ¢ 6onee 3¢PeKTUBHBIM CHUXKEHVEM BECA U1 YPOBHEN
NUNUGOB NPV NyYLlen NepeHOCUMOCTY NTIEYEHUS.

Mpu NpuMeHeHWW nvparnyTuaa perucTpupyetca 6onb-
Wwas noTepA Beca, Yem MpW KCMOJSIb30BaHMM OpJKcCTaTa
n metpopmMmrHa. N3onupoBaHHOe NprYIMEHEHVE NNPAryTH-
[1a, ero coyetaHms ¢ METGOPMUHOM U N30NIMPOBAHHOE UC-
nonb3oBaHue MeTGOPMMHA NPUBOANT, B OT/IMYKE OT OpIN-
CTaTa, K ymeHblueHuto OT.

Wccneposanua cnbytpammHa npu CMNA cBupetenbcTByioT
0 ero 3pHeKTUBHOCTY, OfHAKO Nepes ero NpYMeHeHNeMm Tpe-
OyeTcA TLaTeNIbHasA OLEeHKa KapAMOBACKYNIAPHOIO prcKa.

CM. COOTBETCTBYIOLIME KIMHUYECKME pPEeKOMEeHZaLmMu
«OxunpeHune».
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- PekomeHpgyeTca npumeHeHue HGapuaTpuyeckom xu-
pypruv npu CMA n UMT= 40 kr/m? unn =35 Kr/m? npu Hanu-
UMK OCSIOMHEHWNI, CBA3AHHbIX C OXKUPEHUEM [66].

YYP —A (yAA — 2).

- PekomeHgyeTcs UCMOMb30BaThb KNOMNGEH Y NaLneH-
ToK ¢ CI1f B KauecTBe Tepanuu NepBON NUHUN AN leYeHns
aHoBynATopHoro becnnoaus [73].

YYP—B (YAA—1).

Kommermapuu: Llenb neuenns nauymentok ¢ CMA — Boc-
CTaHOBMEHME OBYNATOPHbIX MEHCTPYabHbIX LUKMIOB.

Moandurkauma obpasa XM3HW, B YACTHOCTM, JieueHue
OXMpPEHUSA, JOMKHbI MPeALWecTBOBaTb NHAYKUNN OBYNALMNM
npu CIMA. Mepep nHgykumen osynauum y »keHwmH ¢ CMA
JOJXKHbI ObITb WCK/IOUEHbl Apyrve npuuvHbl 6ecnnogms
B nape (Tpy6HO-NepUTOHeanbHbIN, My>KCKOW GpaKTopbl).

CornacHo mMeXayHapOAHbIM KIMHUYECKUM pPeKoMeHAa-
LUMAM, NpenapaTom NepBovi NUHUN ANA NeYyeHUa aHOBYNA-
TOPHOro 6ecnnoansa PeKoMeHOOBaH HEeCTEPOUAHBIA UHTU-
6uTop apomatasbl — neTposon [1], ogHako B Poccun 31OT
npenapat MOXeT OblTb PEKOMEHOBaH TONbKO C Noanuca-
H1em UHGOPMUPOBaHHOrO fobpoBoNbHOro cornacus. Ctu-
MynALMA OBYNALUN NETPO30JI0OM NPOBOAMTCA B 03e 2,5 Mr
B CYTKM € 3-ro Mo 7- unam ¢ 5-ro no 9-n AHN MeHCTpyasb-
HOroO UUMKNa, B C/lyyae OTCYTCTBMA OBYNALMW B ClefyloLem
LMKne CTUMynALMY BO3MOXKHO YBESIMYEHKe J03bl #11eTPo30-
na go 5 mr B cyTkn. MakcumanbHaa Jo3MpoBKa #1eTpo3o-
na B NpPOTOKONe CTUMYNALMM OBYNALMM COCTaBnAeT 7,5 mr
B cyTkn [124, 126]. CornacHO JaHHbIM npoBefAeHHbIX PKU
1 MeTaaHanu3os, #netposon B 1,5 pasa 3dpdekTnBHee Kro-
MudeHa B AOCTVXKEHUN OBYNALMY, HAaCTYNneHnn 6epemeH-
HOCTU U >KUBOPOXKAEHUS 6e3 yBeNMYeHNs PUCKOB MHOFO-
NIogHoON 6epeMeHHOCTU UK HEBbIHALLMBaHNA [125].

Mpu oTbope naumeHToK ANA NPUMeHeHna KnomudeHa
pekomeHayeTcA NpuHMMaTb BO BHUMaHue WMT, Bo3pact
NnauuneHTKK, Hanmume npounx paktopos becnnogus. Knomu-
¢deH HasHauaetca no 50-100 Mr B feHb, B TeUeHne 5 gHew,
HauMHaa Co 2-5-ro AHA CMOHTAHHOIO UAU UHAYLMPOBAHHO-
ro MeHCTpyasnbHoro umkna. CraptoBas fo3a COCTaBNAET, Kak
npaBuno, 50 Mr B feHb, MakCMManbHasA CyTOYHasA fo3a —
150 mMr. 2pEKTMBHOCTb CTUMYNALMK OBYNALMM JOCTArAeT
70-80%, yacTtoTa 3ayatma — 22% Ha uukn. JleueHmne Kno-
MUbEHOM NPOBOANTCA, Kak MPaBuIio, B TeYeHue He bonee
6 OBYNATOPHbIX LMKNOB. KyMynATMBHaA YacToTa poXAeHUA
KUBbIX AeTen B pacyeTe Ha 6 LUMKIOB MHAYKUMM OBYNALMM
coctaBnaet 50-60% [91]. MNoBbIWEHHbIN MHAEKC CBOOOAHO-
ro TectoctepoHa n VIMT, Hannune ameHopew, yBeMYeHHbI
06beM ANYHVKOB ABNAIOTCA NpeAnKTopamu He3ddEKTUBHO-
ro npumMeHeHust Knomndera [92].

- PekomeHgyeTca ncrnonb3oBatb #MeTGOPMUH Yy na-
umeHToK ¢ CMA 1 aHoBYNATOPHbLIM Becnnioguem, a TakxKe oT-
cyTcTBMEM Jpyrx $GakTopoB becnnoana B KayecTBe asb-
TEPHATUBHOW CXEMbI CTUMYNALUN OBYNALMM U YAYYLLUEHNA
OBYNATOPHOW GYHKLMM KaK B MOHOTEPANuu, Tak 1 B COYeTa-
HUK ¢ KnommdeHa umtpatom (KLL) [73-75].

YYP—B (YAA—1).

KommeHmapuu: Ana npeogoneHnsa pe3ncteHTHoCTH K KL,
€ro MOXKHO KOMOVHMPOBATb C METGOPMUHOM L7151 MOBbILLEHUS
LIAHCOB Ha 6epeMeHHOCTb (MOBbILEHWE YAaCTOTbl OBYIALIUN
1 3ayaTnA B 1,6 pa3a, 4acToTbl >KMBOPOXAEHNN — B 1,2 pa3a).
Ecnu #meTdopmurH rcnonb3yeTcs ans MHAYKUMW OBYRSALUN
y *)eHwwH ¢ CMA, oxumpernnem (MMT= 30 kr/m?), aHOByns-
TOPHbIM 6ecnnoguem u oTCyTCTBMEM APYrMx GakTopoBs
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6ecnnoans, MoxHo gobasutb KL ans ynyJweHus oynatop-
HOW PYHKLIMUN 1 BEPOATHOCTM GEPEMEHHOCTN.

+ PekomeHpayeTcAa NpoBOAUTb CTUMYNALMIO OBYNALMMN
y naumeHToK ¢ ClA roHagoTponMHamu unm nanapockonuo
B KayecTBe 2-Ii NIUHUK Tepanuu npu HesddekTnBHocTu KL
UM OTCYTCTBMW YCJIOBUI ANA ero npumeHeHna [76, 77, 112].

YYP —B (YAA—1).

KommerHmapuu: TOHagoOTPONMHbI MOTYT UCMONb30BaTbCA
B coyeTaHuu ¢ #meTdpopmMuHOM Yy »keHwuH ¢ ClMA, aHoBynA-
TOpHbIM 6ecnnoguem, peancteHTHoCTbio K KL n oTcyTcTBrEM
apyrux dakTopos becnnogms Ans ynydlleHusi OBYNSTOPHOMN
bYHKUMY, yBENUYEHVA BEPOATHOCTU HACTyNeHus bepemer-
HOCTU 1 poxaaemocTu. [IpogomKUTENbHOCTb NCMNOJIb30BaHMUA
roHaZoOTPOMNUHOB He AOJKHA NpeBbiwaTb 6 UMKNOB. Npn
NpoBeAeHUN CTUMYIALMM FOHAAOTPOMVHAMUN PEKOMEHAYeTCA
MOHUTOPMPOBAaTb OBapuasbHbIA OTBET.

3.2 Xupyprunuyeckoe neyeHme

+ PekomeHpayeTcA NpoBefeHVEe TanapoCKONNN y XeH-
wuH ¢ CNA n 6ecnnogmnem npu pesumcteHTHOCTH K KL, BbICO-
KoM ypoBHe JII, npounx noKasaHMAX K anapocKonuyeckom
onepauuu y naynmeHToK (3HLOMETPKO3, TPYOHO-NepUTOHe-
anbHbIN pakTop Gecnnoams), HEBO3MOXHOCTA MOHUTOPUH-
ra npv UCnosib30BaHUM roHagoTPoNuHOB [78].

YYP—B (yan—1).

KommeHmapuu: SPPeKTMBHOCTb NanapoCKonMyeckoro
OPVASINHTA N MPUMEHEHUA TOHaJOTPOMMHOB COMOCTaBU-
Mbl. MOHOMONAPHAA 3NeKTpoKayTepur3auna 1 fasep npu-
MEHSII0TCA C OAHAKOBOW 3pPeKTnBHOCTbIO [67, 108]. nA
pocTmxkeHua s3¢pdekta npu CMNA gocTaTouHO 4 NyHKLWIA
ANYHMKA, C 6ONBLINM UX YNCITOM acCOLMMPOBAHO BO3pac-
TaHVe npexgeBpemMeHHON OBapnanbHON HeLOCTaTOYHOCTN.
Y 50% nauneHTOB Noc/e nanapockonuu Tpebyetca NHAYK-
uma osynauumn. Ecnm yepes 12 Heg nocne nanapockonum
OBYNALUA OTCYTCTBYET, CefyeT MCNOoSb30BaTb CTUMYNALMIO
KL, a uepes 6 mec npumeHeHnA KL BO3MOXHO npumeHeHne
roHaJOTPOMNMVHOB.

+ He pexkomeHayetrca npoBoauTb Jlanapockonuye-
CKW gpunnuHr y nayuneHTok ¢ CIA ¢ uenbio peweHma npo-
651emM, HanpsiMylo He CBsi3aHHbIX C Gecnioguem, a UMEHHO:
ONA KOPPEKUUN HeperynapHOro MEHCTPYasbHOro LUuKna
VAW runepangporenum [79].

YYP—B (yaa—1).

- PekomeHgyeTcA paccmatpuBaTb OGapuaTpuyeckyto
xupypruto y nauyuentok ¢ CMf, oxnpeHnem n becnnogrem
KaK 3KCNeprMeHTanbHY Tepanuio C Lenblo poXAeHUA 340-
poBoro pebeHka [80, 81].

YYP—C(yAn — 4).

KommeHmapuu: CooTHOLEHWEe pUCKa 1 NOMb3bl JaHHOMN
onepaumu B HacTosLLee Bpems He onpegeneHo. TpebytoTtca
JanbHenwwmne nccnegoBaHna. PekomeHayeTca ncnosb3oBaHne
HaZEXXHOW KOHTpauenumn B TeyeHne 12 mec nocsie onepauum.

4. MEOULIMHCKAA PEABUNUTALMA, MEAVULMHCKUE
NOKA3AHUWA U NPOTUBOMOKA3AHUA
K NPUMEHEHMWIO METOAOB PEABUIUTALUA

B nepvioa nocneonepalmoHHO peabunutaymm Heobxo-
OVIMbl OTpaHUYeHne TaKenbiX Gr3NYECKrX Harpysok, npo-
dunaktuka 3anopos. Mpu 3PEKTMBHOM XMPYPruyeckom
neyenmm CMA HacTynneHne 6epemMeHHOCTN BO3MOXHO YiKe
B TeueHue 3 Mec nocne f1anapockonmyeckon onepauuu.
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5.MPOOUNAKTUKA N AUCNAHCEPHOE HABJIIOAEHMUE,
MEAVWUNHCKMUE MOKA3AHMA N NPOTUBONOKA3AHUA
K NMPUMEHEHWUIO METOAOB MPOOUNIAKTUKHN

«  YunTbiBas OTAANIEHHbIE CEPAEYHO-COCYAUCTBIE PUCKM,
PEKOMEHAO0BAHO [MOXN3HEHHOE AMHAaMMYeckoe Habnio-
neHuve naumeHTkn ¢ CIf, Takke HeobxoauMbl cobrioaeHne
MPWHLMIMOB PaLMOHANbHOIO MUTAHMSA U MONyYeHre 03U PO-
BaHHbIX GpU3nyeckux Harpy3ok [110].

YYP —C(yan — 4).

6. OPTAHU3ALINA OKA3AHUA MEAULIMHCKOWN
nomMoLu

MNokasaHuA anAa rocnuTanu3aumm B MeAULMHCKYIO opra-
HM3aLuio.

1. OnepatmBHoe neveHue ClA.

MNoka3saHuMA K BbINMCKE MaLNEHTKN 13 MeaNLMHCKON Op-
raHuM3auuu.

1. KnnuHnyeckoe BbI3goOpOBeHNe.

7. AONONHUTENIbHAA UHOOPMALILA (B TOM YNCIIE
OAKTOPbDI, BNTAAIOLWKUE HA UCXO[ 3ABOJIEBAHUA
nnm cCoCToAHUA)

7.1 AnddepeHuynanbHaa guarHocTnKa

Haunbonee yacto BCcTpeyatowmecs HO3010ru, NpoTeKa-
towme nog mackon CIMA, npeactaBneHbl B npunoxeHun 3.

- PexkomeHpgyeTcay naumneHTok c nogospeHviem Ha Cl1A
UCKITIOUMTb 3a00NEBaHNA WUTOBULHON »ere3bl, Inepnpo-
NaKTUHEMUIO 1 HEKJTACCUYECKYo GOpMYy BPOXKIOEHHON Anc-
dyHKUMM Kopbl HagnoyeyHukos (HBAKH) npu npoBefeHnm
anddepeHUManbHOM anarHocTuku [1, 7, 38, 42-46].

YYP —C(YAA —5).

Kommernmapuu: Kpyteprsmm AnarHoCcTrkn MaHn$eCcTHOro
rMNoTUpeo3sa ABNATCA NOBbILEHKE YPOBHA TUPEOTPONHOrO
ropmoHa (TTT) BbiLLe ero HoOpManbHbIX 3HAYEHUIA U CHUXKEHNE
KOHLIEHTpaLuin CBO60AHON GppaKkumnm TMPOKCHHA. CHIKeHne
ypoBHa TTI MeHee HUXKHel rpaHuLLbl HOPMbl (OObIYHO MeHee
0,1 mE[l/n) cBMAEeTeNbCTBYET O rnnepTmpeose. PekomeHpyeT-
CA KakK MUHMYM [BYKpaTHOE npoBefieHre nabopaTopHOro
nccnefoBaHUA YPOBHA NPOakTUHA.

+ PeKomeHAayeTcA y XeHWWH C NpU3HaKaMu rmpcy-
TU3Ma, anoneunu, akHe, HapyLeHUAMU MEeHCTPYanbHOro
uMKna, becnnogrem n/vny NPUBLIYHBIM HEBbIHALIVBAHUEM
6epemMeHHOCTY UccnegoBaHue ypoBHs 17-rmapoKcmnpore-
CTepoHa B KPOBW B paHHIOW GONNuKynapHyto ¢pasy yTpom
ans anarHoctuku HBAOKH [1, 7, 38, 43, 46, 115].

YYP — B (YO4 — 2).

KommeHmapuu: 1na anarHoCTKy Heknaccuyeckom dop-
Mbl 3a60p KpoBu Ha 170HP npoBogsT paHo yTpom B donnu-
KynsapHyto ¢pasy umkna (He nosgHee 5-7 oHsA), NpU aMeHo-
pee — B Nto60W AeHb, CTporo BHe 6epemeHHocTH. Hopmon
CUNTAIOTCA NOKa3aTeNm meHee 6 HMOJb/I U MeHee 2 Hr/mn,
HuXe 3Tux yposHen HBIKH npaktnueckn He BCTpeyaeTcs.
CneflyeT NOMHUTb, YTO pedepeHCHble 3HAYEHNA, KOTOpble
NPUBOAATCA pa3NvyHbIMU TabopaTopusiMm, O6bIYHO OTNIK-
YaTCA U MOTYT ObITb 3HAUNTENIBHO HUXKE YKa3aHHbBIX «<OTPe3-
HbIX ToueKk» ana gnarHoctukn HBAKH. B cnyyae 3HaueHun
6a3anbHoro 170HP 6onee 30 HMonb/n vunu 10 Hf/MA AnarHo3
BAKH cuntaeTtca noaTBep>KgeHHbIM, 1 JOMNOSIHUTENbHON
OVArHOCTUKM He TpebyeTcs. Mpy NorpaHMYHbIX 3HAYEHMAX
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170HP (6—-30 HMonb/n unun 2-10 HI/MN — TakK Ha3biBaemas
«Cepan 30Ha»), BbIABNEHHbIX MUHUMYM NPU OBYKPAaTHOM
onpeneneHun, Heobxoanmo KP82 13 nposogunTb gonorn-
HUTENbHbIN CTUMYNTUPYIOWNIA TECT C TeTPAKO3aKTUAOM —
CUHTeTMYeCcKUM aHanorom AKTI, yTo ABnAeTCA 30/10TbIM
cTaHpgapTom gunarHoctmkm BKH Bo Bcem mupe. [Mpu comHun-
TenbHbIX pesynbratax onpeaeneHma 170HP, HeBo3MOXKHOCTHM
npoBeaeHns NPobbl C TETPAKO3aKTMAOM, a TaKKe B LieNsx
reHeTMYeCckoro KOHCYNbTUPOBAHUA fAanee pekomeHayeTca
NPOBOAUTb FTEHOTUMUPOBaHME.

7.2BPTuClNA

+ PekomeHpayeTcA nprMeHATb BCMOMOraTesbHble pe-
npoaykTuBHble TexHonornn (BPT) y xeHwmH ¢ CMA n 6ec-
nnognem npu He3hPeKTMBHOCTA CTUMYMALUU OBYNALMU
M Nanapockonuu; conyTCTBylolWel natonorny (TpyoHo-ne-
pUTOHeasbHbIN pakTop becnnogus, SHAOMETPUO3, MYXKCKOM
baKTop), HEOOXOAMMOCTU MPEVMMIIAHTALMOHHON AnarHo-
cTukm [76, 82, 1211.

YYP —B (YA — 2).

Kommernmapuu: ¥ naunenTok ¢ CMA npn npnmeHeHun
BPT BbICOK pUCK rmnepcTumMynaumm AMYHUKOB. ?YacToTa
HaCTyMeHUs KIMHUYECKON 6epemMeHHOCT Ha NIeYebHbIN
uukn y xeHwwmH ¢ ClMA coctaBnaet 35%, 4TOo CONOCTABUMO
C TakoBOW y naumeHToK 6e3 CINA. PekomeHpyeTca npoBoanTb
nepeHoc 1 ambpuroHa.

MpepnoutuTeneH NpPoOTOKON C aHTaroHuctamu [HPT
(no ATX — AHTUrOHagOTPOMNUHbI) ANA YMEHbLUEHUA ANv-
TENbHOCTW CTUMYNALMM, AO3bl TOHAAOTPOMMHOB U YaCTOTbI
cuHApoma runepctumynauumn anyHnkos (CrA). MprumeHeHmne
aroHucToB HPT (no ATX — AHanorvu roHagoTpOnvH-puIn-
3UHI-TOPMOHa) B KauecTse Tpurrepa $prHanbHOro co3peBa-
HUA OOUUTOB ClielyeT peKOMeHAOoBaTb MPY MOBbILLEHHOM
pucke CI'fl unu B CJlyyae OTCPOUYEHHOTO NePeHOCa SMOPUO-
HOB.

- PekomeHgyeTcA wucCnonb3oBatb MeTGOPMUH AjiA
npefoTBpaLleHnsa CMHAPOMA TMNepcTUMYNALMM ANYHNKOB
B KauecTBe afbloBaHTHOM Tepanuu y xeHwuH ¢ CI1A, npoxo-
OAWMX nevyeHue c nomoubto BPT [1, 83-86].

YYP —B (YAA—1).

Kommenmapuu: MeTGOpMUH MOXKET CHU3NTb PUCKU TU-
NepcTMMynALnKN, OAHAKO 3HAaUYMMO He BNAET Ha YPOBEHb
XnsopoxgaeHusa. MetdbopmuH HazHauaetcs B fo3e ot 1000
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o 2500 mr B cyTku [1, 83-86]. MNpw npumeHeHwun in vitro
maturation (IVM) He xapakTepHO pa3BuTie CUHAPOMA U-
NepcTUMynALUN ANYHUKOB, YTO NO3BOJIAET PacCMaTpuBaTh
JaHHbI METOA KaK anbTepPHATUBHbIN.

7.3 AKywepckune acnekrtbi ClA

+ PeKkomeHayeTca NpoBOAUTb MperpaBugapHyto Noga-
roToBKY Yy XeHLWwuH ¢ CMA gna cHuKeHWA recTauMoHHbIX OC-
NOXHeHun [87].

YYP — B (YA4 — 2).

Kommenmapuu: *KeHwmHbl ¢ CMNA npeactasnaoT cobom
rpynny pMcka no pas3BMTUIO HEOGNAronpUATHLIX UCXOA0B
6epemeHHocTW. YacToTa [C/l, apTepuanbHoli runepTeH3mm,
Npe3KNamncum, COrnacHo pesynbraTam MeTa-aHaan3o0B, Mno-
BblLLaeTcA B 3—4 pa3a. PUCK OCNIOXKHEHHOTO TeueHns bepemeH-
HOCTM BblILLE Y XXEHLYMH C «Knaccuyecknum» peHotunom Crif.
MNpepkoHLenuMoHHaA NOAroTOBKA AOJMIXKHA BKJIOYATb: OTKa3
OT KypeHus, mognoukaLmio obpasa Xn3Hu, NCNonb3oBaHue
donveBon kncnotol. [pu ecTeCTBEHHOM HacTyneHUn bepe-
MEeHHOCTN Y eHwWuH ¢ CMNA yacToTa BbIKuabILWen He yBenuye-
Ha, BHE 3aBNCMMOCTIM OT HaNIMYUA UM OTCYTCTBUA OXKNPEHUA.
YpoBeHb HeBbIHALLVBAHWA NOCE MHAYKLUY OBYALMN CONO-
CTaBUM C TaKOBbIM Npu Npounx popmax becnnogus.

- PekomeHpgyeTca obnA3aTenbHOe HabNOAEHME >KeH-
wuHbl ¢ CMNA Bo Bpemsa 6epemMeHHOCT B CBA3M C MOBbILLEH-
HbIM PVICKOM Pa3BUTUSA recTalMoOHHOro anabeTa, runepreH-
3UBHbIX OCNOXKHEHWI, MPE3KNAMMNCUN N CBA3AHHbIX C 3TUM
OCJIOXKHEHWI, B YaCTHOCTM, YBENNYEHMS pUCKa 3aboneBae-
MOCTM HOBOPOXKAEHHbIX [87-89].

YYP —B (YO4 — 2)

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn ¢puHaHcpoBaHuA. PaboTa BbiNoOSHEHa MO MHMLUMATHBE
aBTOpOB 6€3 nprBneyYeHrs GUHAHCPOBaHN.

KoHpnuKT nHTepecoB. ABTOpPbI AEKNapupYOT OTCYTCTBUE ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTb.

YyacTue aBTOpOB. BCce aBTOpPbI 0A06pUNN GUHANBbHYIO BEPCUIO CTaTb
nepep nybnvkauuen, Bbipasun coriacme HeCcTM OTBETCTBEHHOCTb 3a BCe
acneKTbl paboTbl, NOAPa3yMeBaloLLYIO HafJIeXallee n3yyeHne 1 pelueHne
BOMPOCOB, CBA3AHHbIX C TOYUHOCTbIO UM AOOPOCOBECTHOCTbIO NHO6OI YacTh
paboTbl.
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NPUNOMEHUE A2.
METOA0J10TNA PA3PABOTKU KNVUHNYECKUX PEKOMEHAALUIA

LleneBas ayanTopursa AaHHbIX KIVMHUYECKMX PpeKOMeHZaLunii:

- Bpauwu-akyliepbl-ruHeKoNnoru, Bpaum-3HAOKPUHOIONM, Bpaun-TePaneBTbl, Bpauu o6LLeil MPaKkTUKY;

- CTygeHTbl, OpAMHATOPbI, aCMUPAHTLI;

- [MpenogaBaTenu, Hay4YHble COTPYAHMKM.

B paHHbIX KIMHUYECKUX PEKOMEHZALMAX BCE CBELEHUA PaHXKMPOBaHbl MO YPOBHIO yb6eaUTENbHOCTU pekoMeHAa-
UUIA N JOCTOBEPHOCTU AOKa3aTe/IbCTB B 3aBUCMMOCTU OT KOJIMUYECTBA 1 KayecTBa UCC/IefOBaHUI Mo AaHHOM npobneme
(tabn. 3-5).

Ta6nuua 3. LLIkana oLeHKN ypoBHel LJOCTOBEPHOCTY AoKa3aTenbcTs (YA[) ans MeTogoB AMarHOCTUKM (AMArHOCTMYECKUX BMELLATENIbCTB)

yaa Pacwndposka

CuctemaTmyeckre 0630pbl UCCNE[OBAHUIA C KOHTPOSIEM pedepPeHCHbIM METOLOM WM CUCTEMATUYECKUIA
0630p PaHAOMU3UPOBAHHBIX KIIMHUYECKUX NCCIIef0BaHMUIA C NPYMEHEHEM MeTa-aHanmn3a

OTpenbHble UCCNefoBaHUsA C KOHTponem pedepeHCHbIM METOLOM UMK OTAESbHbIE PAaHAOMU3MPOBAHHbIE
2 KNMHWYeCKne NccnefoBaHma 1 cuctemaTmyeckre o63opbl MCCefoBaHMN Noboro Ar3aiiHa, 3a UCKIYeHem
pPaHAOMU3VPOBaHHbIX KIIMHUYECKMX NCCIefloBaHNIA, C MPYMEHeHeM MeTa-aHanmsa

WccneposaHna 6e3 nocnenoBaTeNibHOro KOHTPOJIA peq)ep(EHCHbIM MeToaO0M NN nccnenoBaHnA
3 C peq)EDEHCHbIM MEeTOAOM, HE ABNAKLWLNMCA HE3aBNCUMbIM OT Nccnegyemoro metofa nnn
HEePaHOOMU3NPOBaHHbIE CPAaBHUTENIbHbIE NCCNIEQO0BAHNA, B TOM YNCE KOFOPTHblE nccnenoBaHnA

4 HecpaBHI/ITEJ'IbeIe nccnefoBaHuA, onncaHne KNMHN4YeCKoro ciy4van

5 NmeeTca nuwwb 060CHOBaHME MeXaHU3Ma AeNCTBMA NN MHeHNe SKCNepTOB

Ta6nuua 4. LLIkana oLeHKM ypoBHeN [JOCTOBEPHOCTU AoKasaTenbeTs (YA[) Ana MeToaoB NpodunakTnky, NedeHns n peabunutauuv (NpodunakTnyeckmx,
nevyebHbIX, peabnNUTaLMOHHbIX BMELLATENbCTB)

yaa Pacumdpoeka

1 Crctematuyeckuii 063op PKU ¢ npumeHeHrem meTa-aHanm3a

2 OtgenbHble PKU 1 cnctematuyeckre 0630pbl MccnefoBaHWin Noboro ArsalHa, 3a ucknueHnem PKU,
C MpYIMeHeHVeM MeTa-aHanms3a

3 HepaHaomun3npoBaHHble CpaBHUTESIbHbIE CCIEA0BaHMA, B T.U. KOTOPTHblE NCCNefOoBaHNA

4 HecpaBHuTenbHble NcCnefoBaHUA, ONMCaHNE KIMHNYECKOTO Cllyyas Unm cepum CilyyaeB, NCCnefoBaHnsA
«CNyYan-KOHTPOIb»

5 NmeeTca nuwb o60ocHOBaHMEe MexaHU3Ma JeACTBUA BMeLIaTebCTBa (JOKNUHUYECKIME nccieoBaHmA)

NNNMMHEHNE 3KCNepToB

Ta6nuua 5. LLIkana oueHKN ypoBHel ybeanTenbHOCTU pekomeHgauumi (YYP) ana metofoB NpodunakT1Ky, AUArHoCTVKY, IeYeHns u peabunmtaumm (npo-
UNaKTNUECKNX, AUArHOCTUYECKUX, NeYebHbIX, peabunnTaLMOHHbIX BMELIATeNbCTs)

yaa Pacwmndpoeka
CvnbHas pekoMeHaaLmsa (BCce paccMaTprBaeMble KpuTepui 3GGEKTUBHOCTM (MCXOfbl) ABNAIOTCA BaXKHbIMMY,
A BCe UCCNel0BaHMA MMEIOT BbICOKOE UMM Y0BNeTBOPUTENIbHOE METOLI0NONYEeCKOe KauecTBo, VX BbIBObI MO

MHTEpEeCyrLWnm ncxogam ABNAKTCA COrnacoBaHHbIMM)

YcnoBHas pekoMeHzauuma (He Bce paccMaTpuBaemble Kputepum 3pPpeKTUBHOCTU (MCXoabl) ABNAIOTCA
B BaXXHbIMU, He BCe NCCNIeJOBaHNA UMEIOT BbICOKOE UMM YL0BNETBOPUTENIbHOE METOAONOMMYeCKoe KauecTBO
N/Vinn X BbIBOAbI MO MHTEPECYIOLMM NCXOAAM He ABNAIOTCA COrNacoBaHHbIMI)

Cnabas pekomeHZauuWA (OTCYTCTBME AOKA3aTeNIbCTB HAZJ1EXKaLLEro KayecTBa (BCe pacCMaTpuBaeMble
C Kputepumn 3GPeKTMBHOCTY (MCXOAbI) ABNSIOTCA HEBAXKHBIMU, BCE NCCNEA0BAHMSA UMEIOT HI3Koe
METOLO0NIOrMUECKOe KaueCTBO 1 UX BbIBOAbI MO UHTEPECYIOLWMM NCXOAAM He ABNIAIOTCA COrNacoBaHHbIMM)

Mopapok 06HOBNEHNA KNNHNYECKNX peKoMeHAauuia.

MexaHn3m OOHOBNEHUs KIUHUYECKMX PEKOMEHAAUUA npefycMaTpUBaeT KX CUCTEMATUYECKYIo akTyanusauumio —
He peXxe YeM OfVH pas B TPY Fofa, a TakXKe Npu NoABAEHNM HOBbIX AaHHbIX C NO3ULMN JOKa3aTenbHOW MeaunLMHbI MO BONPO-
CaM AMArHOCTUKY, nevyeHns, NpodunakTUKy 1 peabunmtaumm KOHKpeTHbIX 3aboneBaHni, Hannunum o60CHOBaHHbIX AOMOI-
HeHuI/3ameyaHunn K paHee yTBepPAEHHbIM KP, HO He yalle 1 pa3a B 6 mecsALeB.
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NPUNOMEHUE 1.
LUKAJIA ®EPPUMAHA-TANIIBEA

Ha3BaHue Ha pycckom sibike: LLikana Oeppumana-fannesea OpuruHanbHoe Ha3BaHme (ecnv ecTb): Ferriman gallwey score
WNcTouHuk (oduumanbHbii caiiT paspaboTumkos, nybnvkauma ¢ sanugauuvein): Yildizetal.,, 2010

Tvn (NoguepKHYTb): LWKana OLeHKN

Ha3HaueHwue: OueHKa CTeneHn BblPa>keHHOCTN OBOJNTOCEHMA

CopepKaHue (wabnoH): OLueHNBAETCA CTEMEHDb BbIPaXKEHHOCTM OBOJIOCEHUSA B 9 06nacTaAX Tena no 4-6annbHou wkane
Kntou (nHTepnpetauus): Cymma 6anoos no Bcem 06/1aCTAM Ha3bIBAaETCA MMPCYTHBbIM UNCIIOM.

MoscHeHnA: PekomeHAayeTcs He NpuberaTb K AeNUALMM UKW YAANATb BOMIOCHI C MOMOLLbIO BOCKA B TEUEHUE, KaK MUHU-
MyM, 4-X Hefienb 1 n3beratb COPUBAHMUSA BONIOC B TEUEHME HE MeHee 5 fiHel 10 NpoBeAeHNs NCCNef0BaHMSA.

I
¥4 25”?'( pea
)

PucyHok 1. MoandunumposaHHas wkana ®eppumana-fannses (Yildizetal., 2010)(unTupyetca ¢ paspeLueHns aBTOpPOB).

NPUNOMEHUE 2.
KPUTEPUN N3BbITOYHOIO BECA N OXKUPEHUA B PA3JINYHBIX MONYNAUMNAX

Paca EBponeongbi A3natbl
M36bITOUHbIV BEC NMT=25,0-29,9 Kr/m? NMT=23,0-24,9 kr/m?
OXupeHue NMT = 30 kr/m? (39) NMT > 27,5 Kr/m? (39)

Knaccndukaumsa oxupenns no UMT (BO3, 1997)

Tuin maccbl Tena UMT, kr/m? Puck conytcTBylowmx 3a6oneBaHui
Hedunumnt maccol Tena <18,5 Hu3Kkunii (NoBbIWeH pUCK Apyrux 3abonesBaHnin)
HopmanbHas macca Tena 18,5-24,9 OO6blYHbIN
MN36bITouHan Macca Tena (NpeaoXKmpeHune) 25,0-29,9 [MoBbILWEHHbIN
OxunpeHne | cteneHn 30,0-34,9 Bbicokui
OxunpeHne Il ctenenn 35,0-39,9 OueHb BbICOKUI
OxunpeHue Il cteneHn 240 Ype3BblyaliHO BbICOKUN

Mpo6nembl 3HAOKPMHONOrMK 2022;68(2):112-127 doi: https://doi.org/10.14341/probl12874 Problems of Endocrinology. 2022;68(2):112-127
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AUOOEPEHLMANDBHbIN AUATHO3 CNA C APYTMMU HO3010TMAMM

3aboneBaHuUs 1 COCTOAHMSA, HEKOTOPbIE MPOABMIEHNA KOTOPbIX COBMafatoT ¢ cumntomamu Cl18

3a6oneBaHuA
1 COCTOAHUNSA

KnuHnyeckue npoasneHnA

TecTbl, No3BONAIOLLIE NPOBECTYN
AnddepeHUnaNbHbIN ANArHo3

AMeHopes (a He onnromeHopes),

XopUoHMYECKNI FOHAZOTPOMNUH YenoBeka (XIMY)

bepemeHHOCTb .
npoYne CMMNTOMbI 6epeMeHHOCTH B CbIBOPOTKE KPOBM UK B MOYeE (MO3UTKBHbIN)
AmeHopes, CHUKeHVe Beca/MHAeKca Macchbl JhotenHn3snpytowmn ropmoH (J1I)
noTanaMMIecKas Tena (UMT), nHTeHcrBHbIe du3nyeckne Harpysku 1 bonankynocTumynumpyowmin ropmoH (OCI)
AMEHODes B @aHaMHe3e, He XapaKTepHbI KNMHNYeCKme B CbIBOPOTKE KPOBU (CHUMEHbI TN Ha HUXKHEN
P NPU3HaKM rmnepaHaporeHnn, nHorga rpaHuvLe HoOpMbl), 3CTPaANOS CbIBOPOTKUN KPOBU
BbIABNATCA MyNbTUPONINKYNAPHbBIE ANYHUKA  (CHUXKEH)
MNpexgeBpemeHHaa AmeHopeA coyeTaeTcsa C CMMMTOMaMm
OCT cbIBOPOTKN KPOBU (MOBbILLIEH),
oBapuanbHas 3CTPOreHHOro feduunTa, BKIOYaa NpuanBsbI
3CTPaANON CbIBOPOTKMN KPOBU (CHUXKEH)
HeOCTaTOYHOCTb  Kapa 1 YporeHuUTaibHble CUMMITOMbI
TecTOCTEPOH CbIBOPOTKNU
AHpporek- Bupunumzauma (Bknoyaa nsmeHeHve ronoca,
npoayuupyiowme  aHAPOreHHyIo anoneuuio, KNMTOpoMeranuio) kposu, I9AC CbiBOPOTKM KpOBM
Y Y Y ! (3HAaUMTENbHO MOBbILIEHDI)
YnbTpacoHorpadpua ANYHNKOB
onyxonu 6bICcTpan MaHndecTauma CUMNTOMOB MarHuTHo-pe3oHaHcHas Tomorpadua (MPT)

Hagno4ye4yHUNKOB

CuHgpom nnm
6onesHb MueHko-
KywmnHra

Hapsagy ¢ KnMH1YeCcKMMn NpoaBReHNAMMU,
cxogHbiMu ¢ CTMA (oXKkmpeHne No LeHTpasbHOMY
TUNY, rMNepaHaporeHuns, HapyLweHns
TONEepaHTHOCTY K yrnesofam), umetotca 6onee
cneymduyeckme CUMNTOMbI: YacTo Ha e —
«JlyHOObpa3zHoe» 1L0) C OHOBPEMEHHbIM
YMeHbLUEHNEeM BEPXHMX N HUXKHUX KOHEUYHOCTEN
B 06xBaTe 13-3a aTPOoPUK MbILLEYHOW U XKNPOBOW
TKaHW, «<MaTPOHM3M» (APKUIA pymMsiHeL
LiMaHOTNYEeCKOro OTTEHKa B COBOKYMHOCTM

C OKPYMMBLUMMUWCA YepTamuy 1La), CKOLLEHHble
Aroguubl (Bcnepctame aTpoduim MbiLuL),
lwmnpokme (4acto 6onee 1 cm) 6arposo-
¢duroneToBble CTPUN Ha XKMBOTE, BHYTPEHHEN
noBepxHOCTN 6efep 1 nney, y XXeHLWmH —

Ha MOJTOYHbIX XeJle3ax, MHOXXeCTBEHHble
NOAKOXKHble KPOBOW3NNAHNA, BO3HUKaloLWme
Jaxe Npu He3HaunTeNbHbIX TPaBMax 1 apyrue
nposBeHnn

CB0o6OAHbIM KOPTU30J B CYyTOUHOWN MOYe
(noBblILWeEH), KOPTM30/ B C/IIOHE B HOUHbIE

yacbl (NOBbILWEH), CyNPECCUBHBIN HOYHOW TeCT
C leKcaMeTa30HOM (HeJoCTaToOuHasA cynpeccus
YPOBHA KOPTN30/a B CbIBOPOTKE KPOBU YyTPOM)

AKpomeranuna

CneunduyHble CUMNTOMBI: FOSIOBHasA 60/b,
Cy’>KeHue Nnonei 3peHus, yBenmndyeHme 4eniocty,
A3blKa, pa3mepa 06yBM 1 NepyaTok

CBob6ogaHbIv IOP-1 (MHCYnMHOMOJO6HbIN
$aKTOp poCTa) B CbIBOPOTKE KPOBM (MOBbILLEH)
MPT runodwmsa

Mpumepbl 060cHOBaHUA guarHosa CMd

CMA (rmpcyTnsm, runepaHaporeHeMums, ONMroaHoOBYNALUMA, MONNKNCTO3 ANYHUKOB No Y3U).

CMA (rmpcyTnam, onnroaHoByNAUUSA, NOJIMKNCTO3 ANYHUKOB Mo Y3U).

CMA (runepangporeHeMms, ONMroaHOBYNALMA, MONINMKUCTO3 ANYHUKOB No Y3U).

CMNA (rmnepangporeHemMus, NOANKUCTO3 ANYHNKOB No Y3U).
CMA (rmpcyTnsm, runepaHgporeHemMns, NOANKMNCTO3 ANYHMKOB No Y3).

(
(
(
CMA (rmpcyTnam, NOANKNCTO3 ANYHMKOB Mo Y3U).
(
(
(

CIMA (onuroaHoBynAUMA, NONMKNCTO3 ANYHMKOB Mo Y34).

NPUNOMEHMUE b.

AJITOPUTMbI AENCTBUN BPAYA — cm PybpukaTop KNMHUYeCknx pekomeHgauun https://cr.minzdrav.gov.ru/
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MATOJ1IOrMA TEJIOMEP B OHTOINEHE3E Y NALUMEHTOK C CUHAPOMOM TEPHEPA

© PK. Muxees'*, O.P. [puropsiH', M.C. MNaHkpaTtoBa', E.H. AHapeeBa'?, E.B. LepemeTbera’, t0.C. AGcaTapoga’,
H.I. Mokpbiwwesa'

"HaumoHanbHbIN MegULMHCKUIA NCCNefoBaTENbCKNIA LEHTP SHAOKpMHOoNornn, Mocksa, Poccua
2MOCKOBCKUIA FOCYapCTBEHHbIN MeMKO-CTOMaTONIOrMUYecKnii yHusepcutet nmenn AW, EsgokumoBsa, Mocksa, Poccus

B meguumnHckon NINTEpaType OTMEeYatloTCA NMOonbITKN NpoBeAeHUA nccnegoBaHnn in vivo C Lenbio I'IO,D,TBepﬂVITb/OnpOBep-
FHYTb YyCKOpEeHHOE YKOpOo4YeHune Tenomep y nmy ¢ CMHGpPOMOM TepHepa No CpaBHEHNIO C o6nanaTenﬂM|/| d)I/I3I/IOJ'IOI'VILIECKVI
HOPMaJIbHOIro Kapnotuna. HECMOTpH Ha BeCb HaKOMMEHHbIN KNVHMYECKUIN ONbIT BEAEHWA NaLNeHTOB C CMHOpoOMoOM TepHe—
Pa, Knto4yeBble OMUKCHbIE (I'IpOTEOMHbIe N MeTaboNOMHbIe) acneKTbI 3aboneBaHnA ocTaloTca «6eibiM NATHOMY». OCHOBHbIMM
MX HeJoCTaTKamu ABAAITCA Masblin 06bem 1 n3beraHve MaTeMaTUYeCKon OLUEeHKN Koppenaunnm ¢ comatnyeckummn 3abone-
BaHUAMN (MWemMnyeckas 6one3Hb cepaua, rmnepTtoHnYyeckan 60ne3Hb, NMOPOKWN pPa3BnTNA Cep,[leLIHO-COCWJ,VICTOVI CUCTEMDI).
B cBA3M cuem OpraHn3sauna MHOroNneTHNX MeXXAayHapoaHbIX My/IbTULEHTPOBbIX nccnegoBaHnn in vivo ¢ npuenevyeHMem Knn-
HNUNCTOB N MOJTIEKYJTAPHDIX 61ONOroB ” Ha6op O6L1]I/IpHOl7| BbIGOpKVI MnayneHToB, B T.4. C «<kMO3aNYHbIM» KapnOTUNOM, B CO-
BpeMEHHOl7I HayKe ABNAKTCA aKTya/lbHbIMW.

KJTITOYEBBIE CJIOBA: cuHOpom TepHepa,; cuHOpom Yibpuxa-TepHepa; mesomepbl; MOHOCOMUS; 6ecniooue; XpoOMOCOMbI; MO3AUYU3M.

TELOMERE PATHOLOGY IN ONTOGENESIS IN PATIENTS WITH TURNER SYNDROME

© Robert K. Mikheev'*, Olga R. Grigoryan', Maria S. Pankratova', Elena N. Andreeva'? Ekaterina V. Sheremetyeva’,
Yulia S. Absatarova’, Natalya G. Mokrysheva'

'Endocrinology research centre, Moscow, Russia
2A.l. Yevdokimov Moscow State University of Medicine and Dentistry, Moscow, Russia

According to present medical databases there many trials to provide in vivo researches in vivo to confirm/refute shortening
process of telomeres among patients with Turner syndrome. Despite the successful clinical experience of providing such
patients with Turner syndrome, a lot of omics (proteomic and metabolomic) aspects still stay unclear. Main disadvantages
of most researches are small volume and minimized mathematical correlation with chronic disease (coronary heart disease,
essential hypertension, cardiovascular malformations). Finally, organization of international prospective multi-centered
researches in vivo including patients with mosaic cariotype and co-operation between physicians and biologists are optimal

solutions for this present problem

KEYWORDS: Turner Syndrom; Ulrich-Turner syndrome; telomeres; monosomy; infertility; chromosomes; mosaicism.

B Hauane XX B. oTeyecTBeHHasa MeauMuvHa Nepexuna
3K3UCTEHUMANbHbIA 3K3aMeH Ha BbIXXWBAeMOCTb: HeCMO-
TpA Ha KaTacTpoduryeckue nocnencteus Mepont MMpoBom
n [paxxpaHCKOWM BOWH, BENNYANLIUMK KNVHULWUCTAMU U Te-
opeTrKamy Obin JOCTUTHYT NPOPbIB B MNOSIBEHUN U Pa3BU-
TUM HOBbIX Pa3fenoB KAMHMYECKON MeauuuHbl. OgHuM
13 NPUMepoB CTana OpraHM3aunoHHaa AeATeNlbHOCTb OcC-
HOBaTeNA OTeYeCTBEHHOM 3SHAOKPWUHOMNOMMYECKOW LLKOJbI
npodeccopa H.A. Lepewesckoro (1850-1941). B 1925 .
H.A. WepeweBcknin onucan 25-neTHio NauMeHTKy C Heo-
ObluHbIM deHOoTUMOM: AnnHa Tena 132 cM, OTCYTCTBUE BTO-
PVIUYHbIX NONOBbIX MPU3HAKOB, KOPOTKAA e C KPbINOBUAHbI-
MU CKNagKaMu, HA3KNI POCT BONTIOC, MUKPOrHaTKA, BbICOKOE
Hebo, WNPOKO paccTaBnieHHble cockm [1]. B 1938 1. acTtade-
TY COBETCKOro yueHoro «npuHan» H. Turner, gononHuewunm
CMMMNTOMOKOMMJIEKC TakMMW NpU3HaKaMy, Kak BanbrycHas
nedopmaLms NOKTEBbIX CYCTaBOB U AUCTeHe3nsA roHas (any-

© Endocrinology Research Centre, 2022
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HMKOB). ONMCaHHbIN KOMMIEKC CUMNTOMOB Ha TEPPUTOPUN
6biBwero CCCP nonyunn HasBaHue «cuHgpom Llepelues-
cKoro—TepHepa», B CBOK OYepenb, B aHrMOA3bIYHOWN NNTe-
patype — «cuHapom TepHepa» (aHr. «Turner Syndrompy),
B HEMELKOA3bIYHON — «CUHAPOM Ynbpuxa-TepHepa» (Hem.
«Ullrich=Turner Syndromp») [2].

B 1959 r. 3HaKoBbIM COObITMEM CTann WUCCNeaoBaHUA
6puTtaHckoro uutoreHetmka Ch.E. Ford, onpegenusiuve re-
HOMHYI0 MEePBONPUYNHY AaHHOW aHOManUn — MOHOCOMMUIO
no X-xpomocome [1]. Mo pe3ynbratam JanbHENLLNX reHeTu-
YeCKUX MNCCNefoBaHN, LUTOreHeTUYEeCKe Kputepun ana
cvHgpoma TepHepa 3HauUTENbHO PacCLUMPUANCE C yYeTOM
MO3auMLM3mMa: B MEAVLIMHCKOW NUTepaType OnmMcaHo He Me-
Hee 60 GEeHOTUMUYECKNX BAPUAHTOB, OO6YCNOBNIEHHbIX pa3-
HOObOpa3neM Nexalunx B OCHOBE LIUTOreHeTUYECKUX NaTTep-
HOB (45X0 — Knaccuyecknin BapuaHT; 46,X,i(Xq) + mo3aunkum
C NMMHUAMK KneTok i(Xq); 46,X,del (Xq) + Mo3arKn ¢ NnHUAM
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knetok del(Xq); 45X0/46XY; 45X/46XX) [3]. OgHVUM 13 Hanbo-
nee xapakTepHbIX MPU3HAKOB AnsA 6onbLuen yacT GbeHoTuH-
MoB ABMAETCA NepBUYHOEe Gecnnioane, oOyCNIOBNEHHOE pas3-
BUTMEM MEPBUYHON HE[OCTaTOUHOCTU AMYHUKOB. B 1966 r.
npu ayTonCUMNHOM MCCNefoBaHUN abOPTUBHOTO MaTepura-
na 3apopgpiwen ¢ aHsynnougnen Singh u Carr. (1966) 6bina
Ob6HapyXeHa COXPaHHOCTb 3apPOfbILLEBON TKAHV ANYHUKOB
B TeyeHue | TpymecTpa 6epemMeHHOCTU C NoCneayoLWrM 3a-
MeLleHNeM COoeMHUTENbHOWN TKaHblo [4]; B 2003-2004 rT.
Modi, Sane v Bhartiya metogom obHapy»eHusa anontotuye-
ckon pparmenHTayum JHK (TUNEL assay) onpegenunu cpoku
anonTo3a 3apoAblLeBbIX KJIETOK Npu CMHAPOMe TepHepa —
¢ 15-1 no 22-0 Hegento 6epemeHHOCTH [5].

B 2006 r. B npouecce onpegeneHna nepBoOnpuYrHbI
NepBUYHON ANYHUKOBOW HEOOCTaTOYHOCTU 3aPOZbILLEBbLIX
knetok Keefe, Marquard u Liu BblABUHYNWN OPUrMHaNbHYIO
rmnoTesy 0 BO3MOXHOW B3aMOCBA3M anonTo3a 3apogbllue-
BbIX KJIETOK 1 YKOPOUYEHUN AJIVHbI KOHLEBbIX YYaCTKOB XPO-
MOCOM — Tenomep [6].

Tenomepbl (TepMUH NpeanoXxeH B 1932 r. ameprKaHCKUM
6uonorom fepmaHom [Oxo3edom Mennepom (1890-1967)
NpeacTaBnsaiOT COOOM  3alUTHbIE  HYKNEeomnpoTeugHble
CTPYKTYpbI, BbiNONHALWME GyHKUMIO CTabunmsauum u 3a-
LNTbI FEHETNYECKOTO MaTeprana OT BO34ENCTBUS BHELLIHUX
HebnaronpuaTHbIX GakTopoB. [fIHA TeNoMepbl COCTaBAAET
B cpegHem 10-15 kuno6as (1 kunobasa — 1000 a30TUCTbIX
OCHOBaHWI); JaHHble CTPYKTYpPbl COCTOAT M3 MHOXECTBa
rekCcamepHbIX HyKNneoTuaHbix nosTopos (TTAITT), nokannso-
BaHHbIX Ha 3’-koHuUe OHK n conpseHHbIX ¢ 6 Bugamu ben-
KOBbIX KomnnekcoB «wentepuHoB» (TRF1, TRF2, TIN2, RAP1,
TPP1, POT1) [7, 8]. Npu penapauuu OHK, obycnosneHHom
HeobX0ANMOCTbIO NOALEPKAHNA FEHETNYECKOrO roMeocTa-
33, OTMeYaeTCA YKopoueHue Tenomep (B cpegHem Ha 50-200
HYKJ1IeOTUZHbIX MOBTOPOB) M B KOHEYHOM CYETE anomnTo3, YTo
[laeT OCHOBAHUs OMMCbIBATb TEJIOMEPDI KaK «CBOe0bpasHble
6ronornyeckne yacbl». COOTBETCTBEHHO, Ycyrybnswowia-
ACA Co BpemeHeM AncOyHKUMA TerloMep BreyeT 3a cobol
daTanbHble NocneacTBUA ANSA KNETOK UM AfiA OpraHu3ma
B Lesfiom: MyTauuy, abeppauumu, akTMBaunua NPOTOOHKOre-
HOB C NOCNEAYIOLLVM OMYXOJIEBbIM POCTOM.

B cBA3M C TeHOeHUmen K nepcoHanusaunv MegulmHbI
N MOWCKY FeHOMHbIX, MPOTEOMHbIX 1 MeTAabONOMHbIX Npe-
[OVIKTOPOB BHYTPEHHUX OONe3Hel aKTMBHO M3y4yaeTcs Kop-
pensauus AnuvHbl TeNIOMepP Y MALMEHTOB C COMATUYECKON
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MaToNornen: HapyweHUsIMU yrneBogHoro obmeHa [9, 10],
ceppeyvHo-cocyancToiMy  3abonesaHuamun [11], Bocnanu-
TefIbHbIMY 3a00/1eBaHMAMMN XKEeNYy[OYHO-KMILEYHOTO TPakK-
Ta [12], oxxnpeHunem [13-15] n T.4.

YHMBepcasnbHbIM NoKasaTenem peanusaumu brionoruye-
CKOW MpOrpaMmMbl OpraHu3mMa fIBNAETCA ero BOCNpPOU3BOA-
CTBO: B OT/IMYME OT MY>KYVH, MEPUOA MOJIOBOM aKTUBHOCTM
KOTOPbIX MOXET AJINTbCA O MyOOKOW CTapOCTH, Y KEHLLUH
[aHHbIN Nepuog orpaHUYeH NepProAOM KMU3HY MeXZy me-
Hapxe U CHWXeHNeM OBapuasibHOro pe3epBa C NEPEXOAOM
B MeHomnay3y. Ha ocHoBaHuu Takon formol Keefe et al. (2006),
Kalmbach et al. (2013) He3aBucumo Apyr oT Apyra BblgBu-
HYNN «TENOMEepasHy rmnotesy» o Gpru3nMonornyeckomn co-
MyTCTBYIOLEN CBA3U MeXAay YObIBaHUEM [ANNHbI TEJIOMEPOB
1 06bEMOM OBapuanbHOro pesepBa B 0CHOBe GopMUpPOBa-
HNA NEePBUYHON ANYHUKOBOW HEAOCTATOYHOCTM Y MaLMEH-
TOK C cMHApoMom TepHepa [6, 16]. B yacTHoCTU, 06cyxpancs
BOMPOC O 3aBeAOMO 3anporpamMmMrMpPOBAHHOM YCKOPEHHOM
YKOPOUYEHUN TeNomep B SMOproHanbHOM nepuoge [17]. As-
TOpbI FMMOTE3bl NPEeANonaralT Hanmure HapylweHusa ¢op-
MUPOBAHMWA BEPETEHA KIIETOYHOIO AESIeHNs Y OpraHn3MoB
€ MoHocommen X0 ¢ yyacTmemM YKOPOYEHHbIX TenomMepoB
B Neproabl IENTOTEHbI, 3UFOTEHbI U Nepexofa K NaxuTeHe —
K/oyeBbiX CcTaguii npodasbl | MelioTnyeckoro penexHus
npegLecTBEHHUKOB 00roHUiA. Mpw 6onee 3anyLweHHOM YKO-
poueHVY ANIViHBI TeoMep, 06YCIIOBIEHHOM NPAMBIMUA 1 KOC-
BEHHBIMU MEXIeHHbIMY B3auMOZENCTBUAMU (B T.U. U dnure-
HEeTMYECKNMU), aKTUBUPYIOTCA CUFHANbHbIE MYTU arnonTo3a
1 rnbenu roHoLMTOB eLle Ha dTarne sMopuoreHesa.

B 2018 r. coBmeCTHbIMX yCUAMAMU MUCCiefoBaTenen
13 MIHCTUTyTa HacnefcTBeHHOM naTonoruu (r. JIbBoB, YKpa-
MHa) n PKelyBCKOrO TEXHONOMMYECKOro yHUBepcuUTeTa
6blfla MpoBeAeHa SKCNeprMeHTanbHaa paboTa, Kacaslia-
ACA Teopun TesloMep-00YC/IOBNIEHHOIO MPOUCXOXAEHUS
FTEHOMHBIX U XPOMOCOMHbIX abeppaunii Npy PasnnUYHbIX
dopmax aHeynnomaun [18]. leHeTUUecknn matepuran 6bin
BblgeneH nytem GpeHon-xnopoPpopMHON IKCTPaKL MK, Bbi-
CanuBaHMWA W PACTBOPEHUs B Tpuc-aueTaTtHOM Oydepe
(pH 8,0) n3 BopcuH xoproHa 105 obpa3uoB abopTUBHOrO
MaTepuana (B nepuog mexay 5-12-1n Hegenamu rectaymm).
OTHOCUTENbHAs ANVHA TeIoMep M3MepANachb C NprYMeHe-
HMEeM MNoJSIMMepasHo-LEeNHON peakumn B peasibHOM Bpe-
meHu (Real-time polymerase chain reaction). Pe3synbratol
npeacTaBfieHsbl B Tabn. 1.

Ta6nuua 1. PacnpegeneHne coBOKYNHOCTM abOPTUBHOIO MaTepuana no OCHOBHbIM Ho3o/10rMyeckum egrHniam (Huleyuk et al., 2018)

MexaHn3sm BblKugbiwa

Cunpgpom / Kapnotun

Yucno o6pasuyos

dusnonornyeckas HOpMa

(46,XX/46,XY) 32
CuHgpom KnanHdensrepa 13
. (69,XXN)
Camonpon3BosbHbIN
Tpucomua 16 13
CuHgpom [ayHa
10
(Tpncomma 21)
CuHgpom WepeweBckoro-TepHepa 12
. (45,X0)
ApTndnumanbHbIn
Ou3mnonornyeckas Hopma 25

(46,XX/46,XY)
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Tabnuua 2. OTHoCUTeNbHAA ANVHA TeNloMep B aGOPTMBHOM MaTepurane ¢ pasnuuHbiMi GopMamy aHeYnIoMaUN 1 HopMasbHbIM KaproTunom (Huleyuk

etal., 2018)
CpeaHaa pnuHa
Uccnepyemas rpynna Yucno o6pasuyoB BapunabenbHocTb renomep (+ SEM)
MoHocomusa 0,08-1,66,
(45,X0) 12 P>0,05 0,36
0,11-0,35,
Tpucomua 21 10 P>0,05 0,26
0,07-0,49,
Tpncomua 16 13 P>0,05 0,28
Tpunnongua 0,11-0,37,
(69,XXN) 13 P>0,05 0,27
46,XX/46,XY 32 0,03-2,40, 064
(camonpon3BONbHbIN BbIKAAbILL) P=0,0015 !

Mo pesynbraTam OUEHKU U CPaBHEHWA OTHOCUTENbHOWN
ONUHBI TeIomMep ObINo BbISIBIEHO, YTO ANIMHA TeloMep B 06-
pa3uax C CaMmOMNpPOU3BOJIbHbIM BblKMAbILWEM (HOPManbHbIN
KapuoTtun, cuHgpom TepHepa, Tpucomua 21, Tpucomua 16,
Tpunnonama) B LLesIOM JOCTOBEPHO MeHbLLE MO CPaBHEHUIO
C MaTepuanom, noJsiy4YeHHbIM B pe3ysibTaTe NCKYCCTBEHHOTO
npepbiBaHuA bepeMeHHOCTU. [laHHblE pe3ynbTaTbl ABAAIOT-
€A HecneundUUHbIMM B OTHOLIEHUN CUHAPOMa TepHepa, T.K.
[EeMOHCTPUPYIOT Pa3HMLY MeXAy COBOKYMHOCTbIO 06pa3LioB
C HOpMasbHbIM KaproTunom (46,XX/46,XY), c ogHOM CcTopo-
Hbl, U COBOKYMHOCTbIO 06pa3LoB C pa3HOOOpa3HbIMY aHe-
ynnongnamm — ¢ gpyrov. B gaHHOM uccnepgosaHum cpas-
HUTENbHbIE UCC/IEAOBaHUA MeXAy NOArpynnamMm B pamkax
nocnieHen COBOKYMHOCTM He MPOBOAWAUCD, YTO AAET NuLLy
OnA JanbHeNWnX N3blCKaH B JaHHOM HanpaBfieHUn ¢ pac-
LWpeHHoW BbIbopKol B ByayLuem. MNonyyeHHble pe3ynbraTbl
6onee Nogpo6bHO NpefcTaBieHbl HUXe B Tab. 2.

B MeauuUmMHCKOM nuTepaType OTMEYatoTCA MNOMNbITKM MPOBe-
[EeHUA NCcneqoBaHWi in vivo C Lenblto NoATBEPAUTL/ONpPoBep-
FHYTb YCKOPEHHOE YKOpOUeHMe TeNIoMep y 1L, C CUHAPOMOM
TepHepa no cpaBHeHUtO ¢ obnagatenamu GU3MONOrNMYecKn
HopMasibHOro KapuoTuna. Tak, B 2001 r. B European Journal
of Human Genetics ony6nukoaHo npoBefeHHoe Ha 6ase
YHuBepcuTeTckon 6onbHULbI . Opxyc (JaHuna) uccneposa-
HMe, NOCBALLEHHOE MOJEKYNAPHO-OMONOrMYECKM U FrepOoH-
TONOMMYECKMM acrnekTam cuHgpomam TepHepa. [19] B Hem
NPUHANY yYacTme C OQHOM CTOPOHbI — KOropTa U3 MeHLUUH
monogoro (23,7+1,9 roga) n 6onee crapuero (47,1+3,8 roga)
Bo3pacTta (n=30) ¢ kapuotmnom 45X0 (3KcnepumeHTaNnbHasA
rpynna), ¢ Apyron —KeHwuHbl monogoro (24,8+3,0 roga)
n cTapwero (42,9+6,5 roga) Bo3pacTta (n=30) ¢ KapnoTUMNom
46XX (koHTponbHasA rpynna). C NOMOLLbI0 METOAMKM Cay3epH-

6GNOTTVHIa BbINOIHEHA OLIEHKA CKOPOCTH YKOPOUEHNA AfIMHBI
Tenomep (RTFL, Telomere Restriction Fragment Length), Bbl-
LeneHHbIX 13 KyNbTypbl IENKOLUTOB Nepridbepuyeckon Kpo-
BW. B HacToAwem nccnepoBaHum rpynnon uccnegosartenemn
6bl1a BbIABMHYTaA FMNoTe3a O TeHAeHUUK K Honee cTpemu-
TeSIbHOMY YKOPOYEHMIO ANIVHbI TeNIOMep Y NaLlmneHToB CTap-
LLer BO3PaCTHOW rpynbl C CUHAPOMOM TepHepa. PesynbTathbl
HarnsagHo oTobparkeHbl B Tab. 3.

Pe3ynbTaThl UCCNe[OBaHUM NMOKa3bIBAIOT, YTO yoeamTens-
HbIX AaHHbIX 33 NOATBEPKAEHME BbIABUHYTON MMMNOTE3bl HET.
Henb3a He OTMEeTUTb, UTO NCCnegoBaHne ObiIo NPOBEAEHO
B 2000- 2001 rr., 3340Nr0 A0 Pa3paboTKM KOHLENLUMY «QOKa-
3aTeSIbHON MeAULUHbBI» Ha OTHOCUTENIbHO Manol BblbopKe
(n=60), n He Nmeno npevefeHTa B HAY4YHOM MUpPeE, B CBA3N
C YeM ero NOBTOPHOE NPOBEAEHNE MO COBPEMEHHBIM NPWH-
Lunam ABNAETCA HACYLLHbIM.

Mo AaHHBIM MHOTONIETHUX HAbNOAEHWIA, MALNEHTKN C CUH-
LpomoM TepHepa UMEIOT B OHTOreHe3e 0co00 BbICOKUIA PUCK
cepaeyHo-CoCyaMCTON MNATONOMMK, KaK BPOXAEHHOW, Tak
1 nprobpeTeHHor. COrnacHoO AaHHbIM MHOroneTHero (¢ 1977
no 2017 I.) KNMHMYECKOro UCCNeaoBaHUs Ha 6ase Kapanoxu-
pypruyeckoin knuHukn Mayo Clinic Rochester, u3 281 nauu-
€HTKM BblgeneHa 51 naymeHTKa (cpegHuin Bo3pact — 28 neT,
BapuabenbHOCTb OT 8 [0 41), NpoLleaLwrx Mo KparHen mepe
1 NNaHOBOE KapAuoxmpypruyeckoe BMeLlaTenbCTso. [1o aaH-
HbIM KaTaMHe3a, Y NauueHToK ¢ cuHgpomom TepHepa (45X0)
O6HApYXeH OOLIMPHBIV CNEeKTP COYETaHHbIX TepaneBTUYe-
CKUX 1 KapAVOXMPYPruyeckux natonorui (M mx KombriHa-
L), HECBOMCTBEHHBIN MHAMBMAYYMaM C GU3MONOrMYeCcKU
HOpPManbHbIM KapuoTtunom 46,XX/XY (tabn. 4). [20]. Hanwu-
ynMe y naumeHToB reHotuna 45,X0 (B T.4. MO3anyHbIX Bapu-
aHTOB) NIEXUT B OCHOBE $eHOTMMa 0CoH0 BbICOKOrO pUCKa

Tabnuua 3. Koppenaumsa anviHbl pparMeHTOB yKOPOUEHMUA TENIOMEP B 3aBMCUMOCTI OT BO3PacTa Y NaLMeHToK ¢ cuHapomom Lepelwesckoro-TepHepa

N NayneHTOK C HOPpMalJibHbIM KapnoTunom

AnuHa pparmeHTa

Kapuotun Bospacrt, ner Yucno nayneHToB yKopoueHuA Tenomep, bp
45,X0 23,7+1,9 15 7011+52; P=0,3
46,XX 24,8+3,0 15 7285+917; P=0,3
45,X0 47,1+3,8 15 7357+573; P=0,6
46,XX 42,946,5 15 7221+621; P=0,6
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Ta6nuua 4. PacnpepeneHve nauneHTok ¢ cuHgpomom LLlepelueBckoro-TepHepa, npoxoausLumx ¢ 1977 no 2017 rr. ctaumoHapHoe neyeHue B Mayo Clinic
Rochester no TepaneBTnyeckMm 1 Kapanoxmupypruyeckum Hosonoruam (Fuchs MM, Attenhofer Jost CH, et al., 2017)

TepaneBTn4ecKas naronorna/cocrosHne

Kapauoxupypruyeckasa naronorus

ApTepuanbHas runepteHsna — 26 (51%)

[iByxcTBOpUaTbLIN a0OpTanbHbI KnanaH — 33 (65%)

Tunepnunugemna — 21 (42%)

KoapkTauma aoptbl — 31 (61%)

KypeHne (B aHamHeze) — 5 (10%)

[lo6aBouHas neBas BepxHAA nonas BeHa — 7 (14%)

CaxapHblIin gprabet — 9 (18%)

AHOManus neroyHbix BeH — 2 (4%)

O6CTPYKTMBHOE anHO3 cHa — 7 (14%)

HedeKkT mexnpeacepaHol neperopoakn — 5 (10%)

fmnotnpeos — 29 (57%)

HedeKkT mexxenynoukoBon neperopoakm — 4 (8%)

Oubpunnauna npeacepaun — 7 (14%)

OTKpbITbIN apTepuranbHbIi Nopok — 5 (10%)

Nwemmnueckas 6onesHb cepaua — 9 (18%)

ATPUOBEHTPUKYNAPHBIN cenTanbHbin gedekt — 1 (2%)

OTKpbITbI KOPOHAPHDIN CUHYC — 1 (2%)

CepaeyYHO-COCyAUCTON CMEPTHOCTM, 3aTPYAHAET Ha NPAKTUKe
npoueccbl NpeaonepaLvoHHON MOArOTOBKY, BbIMOJIHEHMA
BbICOKOTEXHOJOMMYHBIX  KapAVOXUPYPruyeckux  BMeLla-
TeNbCTB, BEAEHMA NOCEoNepPaLOHHOrO NePNoAa, CHUXKAET
LUAHCbI Ha 310POBOE JONToNeTHE.

3AKNIOYEHUE

B pacnopseHunn aHrnoA3blYHOM TeKCTOBOW 6asbl AaH-
HbIX MeAMUVHCKUX 1 bronornyeckux nybnukauumin Hauw-
OHaNIbHOTO LeHTpa OunoTexHonornyeckor uHGopmMalmu
(NCBI) CLLUA nmeeTcs orpaHMYeHHbI 06bem nccneqoBaHui,
NOCBALLEHHbIX MAaTONOIN TENOMEP NpU cUHApPoMe TepHepa.
OCHOBHbIMM HegoCTaTKaMM UX NPOBEAEHUA ABAAIOTCA Ma-
nbil 06bemM n n3beraHne MaTeMaTUUECKON OLIEHKN Koppe-
NALUNN C COMaTUYeCKoW naTtonornemn (Mwemmyeckas 6onesHb
cepAaua, NOPOKU PasBUTUA CEPAEYHO-COCYANCTON CUCTEMDI).
HecmoTpsa Ha BECb HAKOMMIEHHDbIV KIIMHUYECKNI OMbIT Befe-
HWA NAUWEHTOB C CMHAPOMOM TepHepa, KNoUYeBble OMUKC-
Hble (MPOTEOMHbIe 1 METAOONOMHbIE) acNeKTbl 3aboneBaHMsA
ocTaTca «benbiM nATHOMY. [poLecc NpuUenbHOro n3yye-
HUS B3aMMOCBA3N abeppaunn TeloMep C Nopokamu pas-
BUTUA U PYHKLMOHNPOBAHUA >KU3HEHHO BaXKHbIX OpPraHoB
N CUCTEM HAXOAUTCA NULLIb Ha CTaguu UHMUMaumnn. BaxkHen-

e yCcnoBmaA AnA NPOABMMXKEHUA faHHOrO npouecca — op-
raHM3auusa MHOTONETHUX MeEXAYHAPOAHbIX MYNbTULEHTPO-
BbIX MCCNEAOBAHUM in Vivo C MPUBNEYEHVEM KINHULNCTOB
U MONEKYNAPHBbIX OGUONMOrOB 1 Habop OOLIMPHON BbIGOPKU
NaLMeHTOB, B T.U. C <MO3aNYHbIM» KAPUOTUMOM.

AONOJIHUTENIbHAA UHOOPMALINA

UcTtouHukn puHaHcmpoBaHusa. iccnenoBaHyie BbINOIHEHO B paMKax
rocyAapcTBeHHOro 3apaaHua «BnuaHue anvreHeTUYECKX GaKTOpOB Ha Te-
YeHVie MeHoMay3bl Y XXeHLMH C SHAOKPUHONATUAMU ay TOUMMYHHOTO reHe-
3a B pamkax GopMUpoBaHUa Mogenu “300poBoro ctapeHun”» 2021-2023 r.

KoH)nuKT nHTepecoB. ABTOpbI AEKNApUPYIOT OTCYTCTBME ABHbIX
1 MOTeHUManbHbIX KOHGIMKTOB UHTEPECOB, CBA3AHHbIX C COAep)KaHUeM
HacTosALWEN CTaTbu.

YuacTtme aBTopoB. Mokpbiwesa H.I[., [puropsax O.P, MNMankpatoBa M.C,,
MuxeeB PK. — KoHuenuma n gusaiiH nccnepgosaHnsa; Munxees PK., Lepe-
meTbeBa E.B., Abcataposa l0.C. — cbop 1 obpabotka Matepuana; Muxe-
eBPK,, I'puropsaH O.P, NMaHkpaTtoBa M.C. — HanncaHue TekcTa; lpuropaH O.P,
MaHkpatoBa M.C., AHgpeeBa E.H., LLlepemeTbeBa E.B. — pepakTpoBaHue.
Bce aBTOpbl 0f06pYnM GUHaNbHY0 BEpCUio CTaTbl nepep nybnukaumen,
BbIPA3WIN COrflacue HeCTV OTBETCTBEHHOCTb 3a BCe acneKTbl paboTbl, nog-
pasymeBaloLLyto Haanexallee usyyeHue 1 pelleHne BonpocoB, CBA3aHHbIX
C TOYUHOCTbIO UK AOBPOCOBECTHOCTbLIO NOOOI YacTn PaboTbl.
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NAMATU 3/1bBUPbI NETPOBHbI KACATKUHON

(27 MAPTA 1930T. - 18 ANPEJIA 2022T.)

®

Check for
updates

18 anpens 2022 roga Ha 93-M rofy »M13HU CKOHYanacb 3acyly>keHHbI Bpay Poccniickon Oefiepauni, MOUYETHbIN 3aBeAyoLmi
kadeppol geTckon sHaokpuHonornn PMAHIO, nokTop MeanUNHCKNX HayK, Npodeccop dnbaupa lMNeTpoBHa KacaTknHa.

KJTTOYEBBIE CJIOBA: 9nvsupa lMemposHa KacamkuHa; 3HOOKPUHO/I02US.

IN MEMORY OF ELVIRA PETROVNA KASATKINA (MARCH 27, 1930 - APRIL 18, 2022)

On April 18, 2022, Professor Elvira Petrovna Kasatkina, Honored Doctor of the Russian Federation, Honorary Head of
the Department of Pediatric Endocrinology of the RMANPO, Doctor of Medical Sciences, died at the age of 93.

KEYWORDS: Elvira P. Kasatkina; endocrinology.

18 anpens 2022 ropa Ha 93-mrofy »XU3HN CKOHYanacb
3acnyeHHbIn Bpau Poccumnckon (Pepgepauvn, nouyer-
HbIN 3aBegylowmin Kadeapom AETCKON SHAOKPUVHONO-
rum PMAHIO, pokTop MeauLMHCKNX HayK, npodeccop
AnbBupa MNerpoBHa KacaTknHa.

Popunacb dnbBupa lMeTpoBHa B ropoge AcTpaxaHb, No-
cne oKoH4YaHuA B 1955 rogy megmuUUHCKOro MHCTUTYTa pa-
60Tania Bpauom-negmnaTpom, a 3aTem npogosikmnna obyyeHune
B KNMHU4Yeckon opauHatype B HUW skcneprmeHTanbHom
SHAOKPUHONOrMm n xummun ropmoHos AMH CCCP.

OnbBupa lNeTpoBHa npowna nNyTb OT Bpauya negvartpa
00 3aBepyolein Kabenpon [ETCKOW SHOOKPUHOMOrUM
B Poccnnckonm megmuMHCKON akageMun HenpepbiBHOro
npo¢eccrmoHanbHOro o6pasoBaHus, C KOTOPOW CBsi3aHa BCA
ee npodeccuoHanbHasa AeATeNbHOCTb, HaunHas ¢ 1962 roga.

B 1966 ropgy SnbBupa [MeTpoBHa yCNewHoO 3aluTu-
na KaHAWZATCKylo Aucceprauuio Ha Temy «BpoxpaeHHas
ANCOYHKUUSA KOpbl HAAMOYEUHUKOB Yy [eTel: KIUHK-
KO-naToreHeTMyeckasa XapakTepucTuKa, [J[UArHOCTUKa,
neyenuve», a B 1977 rogy — [OKTOPCKYI0 Amncceprauuio
Ha Temy «[dunddepeHumranbHaa AnarHoCTUKa U Tepanus
repmadpoamTusmar.

TanaHTBbIN ~ Nepjaror,  Y4YeHbIn W OpraHX3aTop,
KacatkuHa 2.I1. otaaBasna Bce CBOV 3HaHUS, CIOCOBHOCTY U SHep-
MI0 BaXKHOMY AefTy — MOAroTOBKE AETCKUX SHAOKPUHOMOIOB.

B TeueHue ponrux net SnbBupa NeTpoBHa ABNANACh rnas-
HbIM BHELLUTaTHbIM AETCKAM CMELMANIMCTOM SHAOKPUHOIOTOM
MwuHn3gpasa Poccnn, umeHHo no ee nHuymuatmse B 1997 rogy
B HOMEHKNaTypy MeaVLMHCKMX CrielmanbHOCTeN Oblna BKIO-
YeHa oTAesNbHaA CneumanbHOCTb «AeTCKasa SHAOKPUHONOT Y.

KacatkuHa 2.M1. — aBTop cBbiwe 400 HayyHbIX pPaborT,
HOPMATMBHBIX U YYeOHO-MeToAMYEeCKUX  nocobuid,
5 MaTeHTOB Ha M306peTeHns, 7 MoHorpadui, B TOM uncie
nepBou B cTpaHe MoHorpadum «CaxapHblii AMabeT y feTten
N NoJpPOCTKOB», KOTOpas MHOrOKpaTHO nepeunsgaBanacb
M OO HACTOALWEro BPeMEHMW ABAAETCA HACTONIbHOW KHUTOWN
KaK Bpauen, Tak U NauneHToB. JnbBupoi MeTpoBHOM Obino
NnoAroToBAeHO 29 KaHAMAATOB HayK 1 10 4OKTOPOB HayK.

Bo Bcex yronkax Hallen cTpaHbl 1 3a pyoexxom paboTaioT
€e yUYEeHUKM, MHOTMEe M3 HUX — rNaBHble BHeLTaTHble AeT-
CKre cneumanmcTbl SHAOKPMHOMOMN PETMOHOB.

OnbBupa [leTpoBHa Bena 6Gonbluylo O6LWECTBEH-
Hyl0 paboTy, ABMANACL UYIEHOM PEAKONIErMn >KypHanoB
«CaxapHblln gnabet», «Mpobnembl SHAOKPUHONOTUY, «OXKK-
peHue 1 MeTabonn3amy, uneHom [nccepTaLiOHHOrO CoBETa
SHAOKPUMHONOIMYECKOro Hay4yHoro ueHtpa u Orboy Arno
PMAHIO no cneunanbHOCTW «DHAOKPUHOMOMMSA».

3acnyrun KacatkmHon 2.I1. oTMeueHbl NoYeTHbIMY AUNIIO-
Mamu BOHX, 6narogapHocTbio MHUCTEpCTBa 34paBoOXpa-
HeHMA, HarpyaHbIM 3HaKoM «OTNUYHKK 34PaBOOXPaHEHMA,
npemuven ropoga Mocksbl 2007 roga B 061acTi MeanLMHbI,
noyeTHbIMM rpamoTam Munsgpasa Poccun.

[etckaa 3SHOOKPMHOMOIUA MOHECNa HEBOCMNOHUMYIO
yTparty, yLen 13 }U3HW BeNIMKONENHbIN Bpay, TaNlaHT/IBbIN
nepjaror, Mypblii HACTaBHUK, Yuutenb ¢ 60sbLioi GyKBbI.

Mamatb o KacaTkmHom DnbBupe [lleTpoBHe HaBcerga
OCTaHeTCA B HalLMX cepauax.

PegaKkunoHHan Konnerus xypHana «[po6nembl SHAOKprHONOrMN»

npucoeaAnHAETCA K co60ne3HOBaHNAM.
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