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DHIOKpPUHHBIE 3a00JIeBaHMS IeTeil BCeTna IpuBJe-
KaJIu BHUMaHUe YYeHBIX-TienraTpoB. OmHaKo crucTeMa-
TUYECKOE M3YyYeHUEe SHIOKPUHHBIX PacCTPOMCTB y Jie-
Teil Hauajoch Jauib B 1928—1930 rr.

B 1919 r. mo unnnuaruse npod. B.J1. llepBuHCKO-
ro B MockBe Obl1a co3maHa JJabopaTopys TUPEOUIIKTO-
MUPOBAaHHBIX KO3 — TiepBasl CrelMalIu3upoBaHHas Jia-
ooparopus Cosetckoil Poccuu. B 1923 r. naboparopust
Obu1a Tipeobpa3oBaHa B MHCTUTYT opraHocnenuguye-
CKHUX TIpernapartoB, a B 1925 r. — B ['ocymapcTBeHHbIN
WHCTUTYT  3KCIEPUMEHTAJIBHON  SHIOKPUHOJOTUM
('M33). B 1940 r. T’MB3 nonyuyun HazBaHue Beecoros-
HOTO0 MHCTUTYTa 3KCIIEPUMEHTATBbHON 3HIOKPUHOJIO-
ruu (BUDD), u B ero cTpykrype BrepBbie ObLT OpraHu-
30BaH KJIMHUYECKUI OT/IEN, BKITIOUABIIN ITeauaTpuye-
CKME KOWKU.

DTO MOJOXUIIO HAYaJl0 Pa3BUTHIO OTEYECTBEHHOM
NETCKOW HIOKpUHOMOTMU. OIHUM M3 €€ OCHOBOIIO-
noxHukoB ctai J.J1. Cokomnos.

PykoBoactBo H.JI. CokonoBa «DHIOKpUHHBIE 3a-
OosieBaHUS Y JeTel U TTOAPOCTKOB», U3AaHHOoe B 1952 1.,
CTaJIO TIEPBBIM OTEYECTBEHHBIM M3IaHWUEM, ITOCBSIIICH -
HBIM BOIIPOCAM OCOOCHHOCTE KITMHUKHA SHIOKPUHHBIX
3aboseBaHuil y neteii. Jlo 3TOro BpeMeHU eIMHCTBEH-
HBIM PYKOBOJICTBOM II0 JETCKOI 3HIOKPUHOJIOTUU SIB-
JISJTOCH TepeBOIHOE pyKoBoncTBO Hobekypa, n3nanHoe
B 1927 .

JIvme B 1961 1. B MHCTUTYTE KCTIEpMMEHTAIBHOM
SHAOKpUHOJOTMU U xumMuu ropmoHoB AMH CCCP
OBLJIO OTKPHITO MEPBOE B CTPAHE NETCKOE KIMHUYECKOE
OTIeJIeHUE, B KOTOPOM HauaThl (hyHIaMEHTaIbHbIE UC-
CJenoBaHUS TI0 Pa3IMYHBIM pasleiaM 3HIOKPUHOJIO-
MU JAeTCKOTo Bo3pacTa. BosrmaBui otneneHue u Gec-
cMeHHOo pykoBoaua um a0 1990 r. mpod. M.A. XKykoB-
CKUIA.

A.A. CokonoB

B 1965 r. xniuHuKa ObUIa pacUIMpeHa, IOCJIE Yero
Havajlach MHTCHCHBHAsI ITOATOTOBKA KampoB IIeaua-
TPOB-3HIOKPUHOJIOTOB. Yepe3 KIMHUYECKYIO OpAUHA-
Typy W acIUpaHTypy IIPOIUIN IeAUATPHI-3HIOKPUHO-
JIOTU U3 Pa3IMYHbIX TOPOIOB CTPAHbI U Psia COIO3HBIX
pecIyOInK.

JleTckne SHIOKPUHOJOTMYECKHE OTICICHMS OBLIN
OTKpPBITHI B MHCTUTYTE IMeauaTpuyl M aKylIepcTBa B
PocroBe-Ha-Jlony, B KueBckoM MHCTUTYTE B3KCIIEpHU-
MEHTaJIbHOM SHIOKPUHOJIOTUM, B XapbKOBCKOM MHCTH-
TyTe OXpaHbI MAaTePUHCTBA U ACTCTBA.
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Muxana ArekcaHaposu4 XKyKOBCKwii

BriepBBie BaxKHOCTh SHIOKPWUHOJIOTUH IS TIeIHAA-
TpoB Obl1a obo3HaueHa Ha III BcepoccuiickoM cnesne
IIeIUaTpoOB, KOTOPBIN COCTOSICSI B MOCKBe B (heBpajie
1969 r. Ha sToM cbe3me ObUI DaH aHAJIN3 COCTOSHUSA
JIETCKOM SHIOKPUHOJIOTHH M HAMEUEHBI ITyTH PAa3BUTHS
HCCcIefoBaHuil 1o 3Toi TpobieMe. B mione 1970 r. B
WBanoBo Oblna npoBeneHa IlepBasi Bcecoro3Hast KOH-
depeHLus eauaTpoB-3HA0KPUHOJIOTOB C 00CYXIEHU-
€M HamboJiee aKTyaJIbHBIX IIPO0JIeM TUaTHOCTUKY U JIe-
YeHUS SHIOKPUHHBIX 3a00JIEBaHMI Y IeTEH 1 BOIIPOCOB
VIIyYIIeHUs CIeUAIU3UPOBAHHON TIOMOIIU IETSIM,
MMEIOIINM SHIOKPUHHYIO maTtojioruio. Ha koHdepeH-
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1y ObLIAa IPUHSITA PE30IIOLMSI, B KOTOPOI ObLIN cop-
MYJIMPOBaHBI OCHOBHEBIC 3aa4M, CTOSIIIINE TIePe TSI~
aTpaMU-3>HIOKPUHOJIOTaMHU cTpaHbl. B mtone 1972 1. Ha
BIAHX CCCP 6nuto nposeaeHo Bcecoro3Hoe coBema-
HUEe-CEMHHAp TI0 AETCKOW SHIOKPUHOJOTMU. Bropas
Bcecoro3Hast KoH(pepeHusa mponuia B MockBe B Mae
1988 r. OWBIT MPOBEIeHNS STUX MEPOIIPUSTHI TIpOIe-
MOHCTPHPOBAJ HEOOXOIMMOCTD CO3IaHUs MOHOTpahnr
110 OCHOBHBIM MPUHITUIIAM JICYCHUST pa3IMIHBIX SHIO0-
KPWHHBIX 3a00JieBaHmii y meTeit. B 1971 r. B cBeT BhIIILIA
mnepBasi oTedecTBeHHass MOHorpadus «JleTckast 2HIO-
KpuHoJorusi», B kotopoir M.A. XKykoBckuM OBbLIU
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PekomeHAaunmn u metoanveckue nocooms

0000IIEHBl PEe3YyNbTaThl NECATUIECTHUX KIMHUYECKUX
WCCJIEMOBaHU, TTPOBEACHHBIX B JETCKOW KJIWHUKE B
nepuox 1961—1970 rr.

B 1974 r. nox ob6ueit pegakuueit npodp. M.A. XKy-
KOBCKOTI'0 ObljIa BbIMyllleHa MOHOrpadus «JleyeHue sH-
MIOKPUHHBIX 3a00JIeBaHUH y AeTeil», K HAITMCAHUIO KO-
TOPOU ObUIU MPUBJIEYEHBI HE TOJBKO COTPYAHUKU AET-
CKOW KJIMHWKH, HO U XUPYPIU-3HAOKPUHOJIOTU, PEHT-
TeHOJIOTH, TMHEKOJIOTU-3HIOKPUHOJIOTU. 3a 20-71eTHUi
Mepuon ¢ MOMEHTa OCHOBaHUS JETCKOTO OTHEICHUS
ObLIO U3JaHO 6 MOHOIrpaduil, METOAUYECKUX TTOCOOUIA
U pEKOMEHIALUN.

ITpyu3HaHHBIM aBTOPUTETOM B IETCKON SHAOKPUHO-
JIOTUM sIBJIsIETCS A.M.H., Tipod. D.I1. KacaTkuHa, HauaB-
1asi cBoW MpodeCcCUOHATbHBIA MyTh MeAuaTpa-3HI0-
KpUHOJIOTa B KJIMHWYecKol opauHaTtype MOD m XTI
AMH CCCP. O.I1. KacatkuHa — aBTOp IepBOil B Ha-
1Ieil cTpaHe AuccepTallu, MOCBSIIEHHON MpobieMam
aIpPEHOTeHUTATBHOIO CUHApPOMA Yy NeTeil U TepMHUHA
«BpOXJIeHHass MUCGhYHKIIMS KOPBI HAIITOYEYHMKOB»,
KOTOPBII B HACTOSIIIEE BpEMS IMUPOKO UCTIONB3YETCS B
knuHuyeckoit mpaktuke. MmenHo O.I1. KacatkunHa
MpeIJIoXWIa U JOOWIach CO3MaHUS HOBOW MEIUIIMH-
CKOW CIENMATIbHOCTU — JEeTCKaslk SHAOKPUHOJOTHUS, U
Ha MPOTSLKEHUM MHOTMX JIET BO3IJIaBJIsIa NETCKYIO 3H-
TIOKPUHOJIOTUYECKYIO CITy>KOY CTPaHBI.

B 1988 r. MHCTUTYT 3KCNEpUMEHTABHON 3HI0-
kpuHosiorun u xumuu ropmoHoB AMH CCCP 6bi1
npeodbpazoBaH BO Bcecoro3Hblii  DHIOKPHHOJOTMYE-
ckuit HayuHblil neHTp AMH CCCP. KauyecTtBeHHO HO-
BbIit aTan pazsutuss DHILI nayancs B 1990 r., korna au-
PEKTOPOM LIEHTpa Ha KOHKYPCHOI OCHOBE ObLT M30paH
akan. PAMH u PAH U.U. [lenos.

OnHUM U3 MPUOPUTETHBIX HAIMPaBICHUI pabOTHI
OHII crano uzydyeHue SHIOKPUHOIATUI JETCKOTO BO3-
pacra. [1To ununmatuse U.U. lenosa 29.03.02 pemeHu-
eMm PAMH B crpyktype DHII O6b11 co3gaH MHcTUTYT
JNETCKOW SHIOKPUHOJOTWU, AUPEKTOPOM KOTOPOTO
ObUTa Ha3HayeHa J.M.H., Ipod., IJIaBHbIA NeTCKUIN IH-
TIOKPUHOJOT MUHUCTEPCTBA 3APABOOXPAHEHUS U COLIU -

MPOBAEMbI SHAOKPUHOAOIMM, 1, 2015

doi: 10.14341/probl201561111-18

anpHOTO pazsutus PO B.A. IlerepkoBa, BO3TJIaBIISB-
mas perckoe otaeseHue ¢ 1990 r. Konnektus uHCTUTY-
Ta yBeanumiacs ¢ 10 mo 28 yenoBex.

ITon pykosoactsom M.A. Jlenosa u B.A. Iletepko-
BOW HAYaJICST HOBBIM 3Tall HAyYHO-KJIMHUYECKUX UCCIIe-
IOBaHWI B OTEYECTBEHHOM NETCKON SHIOKPUHOJIOTHUN.
Brutn BHeapeHBI B TPaKTUUYECKOE 3IpaBOOXpaHEHUE
METONbI MOJIEKYJISIPHOWM JAMAarHOCTUKW MHOTHMX 3HIIO-
KPUHHBIX 3a00JIeBaHUI Yy JeTeil, co3MaHbl U aKTUBHO
(DYHKIIMOHUPYIOT TOCYIapCTBEHHBIE PETUCTPHI METEH C
caxapHbIM JaMabeTOM, COMAaTOTPOITHON HEeZOCTaTOU-
HOCTBIO, aJIpeHOTEeHUTAIBHBIMU HapYIICHUSIMU, THUIIO-
NIMKEMUASIMHA HOBOPOKIEHHBIX, CKPUHUHT-IIPOTPAMMEI
HOBOPOXJIEHHBIX Ha BPOXIEHHBIN TMIIOTHPEO3, aape-
HOTEHUTAJIBHBIN CUHIPOM.

B nepuon ¢ 1990 no 2014 r. 3amuieHo 13 gokTop-
ckux u 51 kanaunarckas nucceprauus. B.A. IlerepkoBa
SIBJISIETCST WIeHOM MeXIyHapOIHBIX 3HIOKPUHOJIOTH-
YeCKUX OOIIEeCTB M peaKkosuiernii ocHOBHbIX Poccuii-
CKUX TIeAUaTPUIECKUX U SHIOKPUHOJOTUIECKUX XKYypP-
HajoB. YueHuku B.A. IleTepKoBoii BO3IIaBIsIIOT Kade-
JIPBI ¥ SHAOKPUHOJIOTUYECKUE OTACJIEHHUS B Pa3HBIX pe-
ruoHax Poccuu.

[NenmaTpbl-3HIOKPUHOJIOTH, CTOSIBIINE y WCTO-
KOB pa3BUTHUs OTEYECTBEHHOW SHIOKPUHOJIOTHH,
YCITEITHO M TUIOAOTBOPHO MPOAOJIKAIN MU TIPOIOJI-
XaT paboTtath mom pykoBoacTBoM B.A. Ilerepko-
Boii. Cpeau Hux P.M. AnekceeBa, T.M. bypas,
JI.LH. Ilep6aueBa, T.B. CemuueBa, H.b. Jlebenes,
9.C. Kysnenona, T.JI. Kypaesa, B.Il. MakcuMoBa,
T.[. bakanona, O.C. Illernosa.

[MpropUTETHHIMU HaNPaBICHUSIMU PaOOTHI SIBJISI-
foTCS:

— obecrnieyeHre ONTUMAITBHOTO (PM3NIECKOTO U TI0-
JIOBOTO PAa3BUTHUS I€TE U MOAPOCTKOB MPH Pa3TMIHBIX
3200JIeBAaHUSIX SHIOKPUHHON CUCTEMBI;

— cosnaHnne HalmmoHalbHBIX pETUCTPOB SHIOKPUH-
HBIX 3200JIEBaHUI;

— pa3paboTka M BHEIpPEHHE IPOTrpaMM pPaHHETO
BBISIBJICHUST SHIOKPUHHBIX 3200JIeBaHUIT — BPOXICH-
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UBaH UBaHOBUY AeaoB

HOTO TUIOTHPEO3a U BPOXICHHON TUCGHYHKIUN KOPbI
HaIIMOYEYHUKOB,;

— pa3paboTKa M BHeApeHHue MPopUIaKTUUESCKUX
MpOorpaMM, HallpaBJICHHBIX HA CHUKEHME 3200J1eBaeMo-
CTU M YJIyYIlIeHWE KauyecTBa XXU3HU JIeTeil ¢ SHIOKPHUH-
HBIMU 3200JIEBaHUSIMU;

— paszpaboTKa METOIOB IICUXOCOIIMAJIbHON amanTa-
LUY MALMEHTOB C Pa3JIMYHON SHIOKPUHHOM IaTOJIOTU -
ei;

— TeHeTUYeCKOe KOHCYJIbTUPOBAHUE B CEMbSIX ITa-
LIMEHTOB C Pa3JIMYHBIMU SHIOKPUHHBIMU 3a00JIeBaHN-
SIMU.

Konnektus MHcTuTyTa — npodeccopa, n10KTopa 1
KaHAMOATHl MEOUIMHCKUX HayK, objamaloiiue OoJb-
LM OITBITOM Pa0OTHI U BIANCIOIIMMU COBPEMEHHBIMU
TEXHOJIOTUSIMU OWAarHOCTUKM U JIeYeHMST 3a00JIeBaHUI
SHIOKPUHHOM CUCTEMBI Y JeTelt U MOIPOCTKOB — pabo-
TaeT B TECHOM KOHTAaKTe C AETCKUMM SHIOKPUHOJIOTaMH
Bcex pernoHoB Poccuu. C 1959 r. 6bu1u 3ammineHs! 101
KaHaugaTcKas U 13 TOKTOPCKUX TUCCePTaLIUiA.

ExeronHo B UHCTUTYTE NETCKOM 9HAOKPUHOIOTUH
B paMKaX OKa3aHMSI BBICOKOTEXHOJIOTMYHON M CIlelra-
JIM3UPOBAHHOU SHIOKPUHOJOTMYECKOM ITOMOIIY IIPO-
XOAIT 00C/IeIOBaHKE U JieueHUue 6—7 ThIC. IeTeil U MO -
poctkoB (90% — u3 pernoHoB Poccuiickoii ®@enepa-
uun, 10% — 13 MOCKBBI 1 CTpaH JaJbHETO 3apy0eKbs).
MenuimHCKas TIOMOILb OKa3bIBaeTCsl B CTallMOHape
IMOJTHOTO THS, B THEBHOM CTallMOHape, KOHCYIbTaTUB-
HO-IMarHOCTUYECKOM OTHCIICHUH.

B Hacrogiee Bpemst B cTpyKTypy MHCTUTYyTA OET-
CKOI 3HIOKPUHOJIOTUY BXOMST CJIEOYIONINE Toapase-
JICHUSI:

14

B.A. lNetepkoBa

1. Otnmenenue caxapHoro guabera (3aB. —I.M.H.,
npod. T.JI. KypaeBa).

2. OTaeneHue TUPEOUAOJIOTUM, PETTPOAYKTUBHOTO U
comaTuueckoro passutus (3aB. — K.M.H. T.}O. Iups-
€Ba).

3. OtnmeneHue OMyxoJieil 3HIOKPUHHOM CUCTEMBI
(3aB. — K.M.H., B.H.c. M.A. Kapesa).

4. OtneneHUe HACIEACTBEHHBIX SHIOKPUHOMATHIA
(3aB. — m.M.H., ipod. A.H. Tronbpnakos).

B otnenenun caxapHoro guabdeTa OCyILECTBISIETCS
BECh KOMILJIEKC MEIUIIMHCKOM MOMOIIY AETSIM U IO~
pOCTKaM ¢ 3TUM 3a00jieBaHHMEM, BKJIIOYasi OILIEHKY CO-
CTOSIHUSI 3M0POBBSI, TMAarHOCTUKY OCJIOXHEHUI U CO-
NyTCTBYIOIIUX 3a00JieBaHUA, UHTETPUPOBAHHbBINA MO/ -
X0l K Tepalliy CaxapHOTo nuadeTra B 3aBUCMMOCTU OT
€ro HO30JIOTUYECKOI (hOPMBI, JIEUCHUE OCJIOKHEHUN U
COITYTCTBYIOIIMX TE€HETUYECKUM CUHIPOMaM COCTOSI-
HUM C IPUMEHEHHWEM HOBBIX TEXHOJIOTMI MHUPOBOIO
YDOBHSI.

CoBmecTHO ¢ otaejaoM snuaemuonorun OI'BY
OHII BeageTcs HALMOHANBHBIN PETMCTP CaXapHOTo JAUa-
6eta. B HacTosiee BpeMsl OH HACUMTHIBAeT 28 ThIC. JIe-
Teil U noapocTKoB. COTpYIHUKAMU OTHEJIEHUS pery-
JIIPHO TIPOBOMSITCS BBIE3Abl B peruoHnl Poccum mist
OLICHKU KayecTBa JeYeHUs, CKpUHUHTA OCJIOXHEHUN 1
00yJeHHUs Bpaueil, YTO IMO3BOJISIET YAYUIIUTh YPOBEHb
MeTabOJIMYECKOT0 KOHTPOJISI M CHU3UTh PACIpOCTpa-
HEHHOCTb MUKPOCOCYIMCTBIX OCJIOXHEHUI caxapHOIO
nurabdera B IETCKOM MOITYJISIIIUN.

3a mocienHue 15 €T cOTpymHUKAMU OTIAEICHMUS
BIIEPBbIE OIMMCAaHbl HEMMMYHHBIC (DOPMBI CaxapHOIO
muabeta (MODY nuaber, HeoHaTanbHBIA ITUAOET, ca-
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SHAOKPUHOAOTHUYECKHNI HAayUHbI/ LeHTP (MakeT).

XapHbIN AUMabeT 2-ro TUMA U CUHAPOMAJIbHbIE (DOPMBI).
Tonbko B HaueM MHCTUTYTE TPOBOAUTCST MOJIEKYJISIP-
HO-TeHeTUYecKas AMarHocTruKa 3Tux opm. B 3aBucu-
MOCTU OT (POpPMBI caxapHOro auadera IOAOMparOTCS
pas3uyHble BUIBI T€panuM, BKIIIOUYAIOIIME HE TOJBKO
MHCYJVH, HO U TabJieTMpoBaHHbIe Mpemnapartbl. Hako-
TUIEHHBIH OOJILIION KIMHUYECKUI OTIBIT U IPUMEHEHNE
COBPEMEHHBIX CPEICTB TEPAIUU MO3BOJISIIOT JOOUBATh-
csl KOMITeHcaluuu auabeTa gaxke B HauOoJiee TSKebIX
cJTydasix ero Te4eHusl.

IIpoBoauTCSI MEAUKO-TeHETUYECKOE KOHCYJIBTUPO-
BaHUE 3[0POBBLIX UIEHOB ceMeil OOJbHBIX caXxapHbIM
JIMAa0ETOM C OLIEHKOI pUCKa ero pa3BUTHs, IUarHOCTH-
KOl Ha paHHEeU, NTOKJIMHUYECKON CTaauM, C TIpUMEHE-
HHUEM HOBEHMIINUX TEXHOJIOTHIA, YTO TTO3BOJISIET CBOEBpPE-
MEHHO MPOBOAUThL MEPOIIPUSTHSI 10 MPEAYIPEXKIECHUIO
pa3BUTUS caXapHOTO AMabeTa y 310POBbIX POACTBEHHU -
KoB. Ha ocHOBe ceMeilHbIX uccliefOBaHUI BbIAEIEHbI
npeapacriojiaraloliye U MpOTEeKTOPHbIE TallJIOTUILI B
OTHOIIIEHUU Pa3BUTHUSI caxapHoro auadera 1-ro Tumna u
paccyuTaHbl OTHOCUTENIbHbIE PUCKU B 3aBUCUMOCTU OT
HOCUTENbCTBA TOTO WM MHOTO TaruioTUIIa B POCCUM-
CKOM MOIYJISILUY U B pa3IMYHBIX 3THOCAX.

B ueHTpe moMmnoBoii Tepanuu, co3naHHoM B MH-
CTUTYTE, MPOXOISIT OOydyeHUE MaLUEHTbI, POIUTENHU,
Bpayu 13 BceX perMoHoB Poccuu, BeAeTcst UX KPYIiocy-
TOYHOE KOHCYJbTUpOBaHue 1o TeaedoHy. B HacTosiee
BpeMs 0oJiee 4 Thic. AeTeil B Poccuu HaxoaaTcst Ha MoM-
MoBoi MHCyAMHOTepanuu. Ha cerogHst Kaxkablii MsAThII
pedeHOoK ¢ caxapHbIM JuadeToM B Poccuu — Ha rmomiio-
BOI MHCYJIMHOTEpAIUu.

Ikona m1s1 OOJNBHBIX caXapHbIM OHAOETOM, Tl
pa3pabaTbIBalOTC W BHEAPSIOTCS B  KJIMHUYECKYIO
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MPakKTUKYy HOBbIE (POpMBbI OOYyYEeHMSI MALUEHTOB U MX
ponureneit, (yHKLMOHUPYET HA MpoTsKeHUuu 20 JeT.
C 2006 1. IpOBOAUTCST OOYYEHME AEeTEH TOIIKOJIBHOTO 1
MJIQIIIETO IKOJBHOTO BO3pacTa I0 CelMaIbHO pa3pa-
0OTaHHOI MIpoBOil MeToauke (rporpamMma «30JI0TOM
KJIIOUMK»), U3JaHO 12 y4yeOHBIX TOCOOUit il malueH-
TOB M UX poautelieii. O0yyaroniye mporpaMMbl OOHOB-
JIsitoTes Kaxknaple 2 roga. B nepuon ¢ anpens 2009 r. mo
okTs16pb 2010 r. mpoBeneHo 8 ceMMHApOB MO HOBOM
nporpamme st 240 nmenuaTpoB-dHAOKPUHOJIOTOB U3
Pa3IMYHBIX perMoHOB Poccuu. OnHUM 13 HampaBiIeHU I
paboThl OTHEICHMS SIBJISIETCS TIOMOILb B OCYIIIECTBJIE-
HUM TipoekTa Poccuiickoii auabeTnyeckoil accouua-
LIMY 0 OpraHU3alluU JIETHETO OTAbIXa AeTei, OOJbHBIX
caxapHbIM T1abEeTOM.

Ha 6a3e otaeneHust TMPEOUI0JIOI MY, PETTPOTYKTHB-
HOT0 ¥ COMaTUYECKOIo Pa3BUTHUS pa3paboTaHbl U BHE-
JIPEHbBI B KIMHUYECKYIO IPAKTUKY CaMble COBPEMEHHbIE
TEXHOJIOTUU B 00JJaCTU AUATHOCTUKU, JJEYEHUS U TIPO-
bunakTUKK 3a00JIeBaHUI IIUTOBUAHOM Kee3bl, maTo-
JIOTUH TTOJIOBOTO Pa3BUTUS U HApYILIEHUI pocTa B COOT-
BETCTBUU C CYIIECTBYIOLIMMHU MUPOBBIMY CTaHAAPTAMMU.
B nocinenHue aecsATUETHS] 3HAUUTEIbHO YBEINYUIOCH
KOJIMYECTBO BBISIBISIEMBIX 3a00JI€eBaHUI IIUTOBUIHOMN
JKeJe3bl y IeTeH.

B otneneHuu BemeTcsl perucTp AeTeil ¢ BpOXKIEH-
HBIM TMITOTMPEO30M Ha OCHOBE HEOHATaJIbHOTO CKpH-
HuHra. 3a 18 jeT CKpMHUHTa AMarHOCTUPOBAHO OoJiee
6 ThIC. IETEI ¢ BPOKIECHHBIM TUITOTUPEO30M, KOTOPHIE,
Onaromapsi CKpUHUHTY, UMEIOT HOPMaJIbHOE UHTEJUIeK-
TyaJlbHOE U (hu3nyeckoe pa3Butue. Peanusyercs mpo-
rpamMMa CollMajbHOM aganTaluuu JeTell ¢ BPOXKIEHHBIM
TUIIOTUPEO30M Ha OCHOBE KOMILJIEKCHOTO o0cienoBa-
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HUS$, BKJIIOYAIOILIETO aHTPOIIOMETPUIO, TOPMOHAIBbHO-
MeTaboJIMIYEeCKUe TMOKa3aTeIM, UCCICIOBaHUE COCTOSI-
HUS CEPACYHO-COCYIUCTOM , MOUYEBBIBOASIEH, KOCTHOM
cucteM, JIOP-opraHoB, MHTEJJIEKTYaJIbHOTO Pa3BUTUS
U JIOTONEANYECKOTrO CTaTyca AeTei C BPOXIECHHBIM TU-
MOTUPEO30M. BriepBble B CTpaHe MCMOIB3YIOTCSI MOJIe-
KYyJIIPHO-TEHETUYECKUE METOAbl AUATHOCTUKU MEMYJI-
JISIPHOTO paka IUTOBUIHOM XKeJIe3bl P MHOXECTBEH-
HOW 3HAOKPUHHOUN HEOIUIA3WU, YTO TTO3BOJISIET OIIpe-
JIEJISITh PUCK €TI0 Pa3BUTHUS B CEMbSIX, UMEIOIIUX OJHOTO
0OIBLHOTO, ¥ TPOBOAUTH MPOPUIAKTUUECKYIO TUPEOU/I -
9KTOMHUIO. B OTaeneHun npoBOAMTCS AUATHOCTUKA U
JICYCHHE pa3IMIHbIX (OpM 3002 ¥ ayTOUMMYHHOTO I10-
PaxXeHUS IIUTOBUIHOM XeJIe3bl y NETEeH U IIOAPOCTKOB.
Ha ocHoBaHMU caMbIX COBPEMEHHBIX METOIOB AUATHO-
CTUKH, JICUCHUS 1 MPOoPUIaAKTUKU 3a00JIeBaHUI IIIUTO-
BUIHOI XeJe3bl pa3padoTaHbl M BHEIPEHBI B MPAKTUKY
HauunoHanbHble KOHCEeHCYChI: « KOHCeHCyC — aHAeMU-
yeckuit 300», «KoHCeHCYyC — ayTOMMMYHHBIN TUPEOU-
IIUT y IETEN».

I1aTtonorust moJa0BOTO pa3BUTUS SIBISIETCS TPUOPU-
TETHBIM HaNpaBJICHUEM KIMHUYECKOM UM HAYYHOM HEsI-
teabHOCTH MHCcTHUTyTa. C y4eTOM MEXIYHApOMTHBIX
CTaHIApTOB pa3padaTHIBAIOTCS U BHEIPSIOTCS MHHOBA-
LIMOHHbIE MOAXOIbl K TMAarHOCTUKE U JICUCHUIO Pa3Iny-
HBIX (OpM HapylieHuil (GOopMUPOBaHUS TI0JIa, TIpe-
XIEBPEMEHHOTO Y 3a[I€P>KAHHOTO TOJOBOTO PAa3BUTHSI.
B nporpamme obcienoBaHus — 00s13aTeIbHOE IPUME-
HEHME OUArHOCTUYECKUX (YHKIIMOHAIBHBIX TECTOB,
KOTOPOE JAET BO3MOXHOCTb ONPEIEISITh yPOBEHb MOpa-
XEHUSI B CUCTEME TOPMOHAJIBLHOM PETYJISILUU U B 3aBU-
CUMOCTHM OT 3TOTO lieJICHANpPaBJ€HHO Ha3HayaTh rop-
MOHAJIBHYIO Tepanuio. MoJieKyasipHO-TeHETUYeCKas
IMArHOCTUKa 3aboyieBaHUIl HapylleHuit (GopMUpoBa-
HU MOJIa Yy A€Tel MO3BOJSIET IPOrHO3MPOBATh PA3BU-
THe 3a00JieBaHMsI, BbIOpATh ONTUMAaJbHbII METO/ Jieye-
HUYS U COLMAIbHOUN agantauuu. TepaneBTUYECKUE ajl-
TOPUTMbI HapYIIEHUI MMOJIOBOTO CO3PEBAHMUS, UCTIOJb-
3yeMbI€ B OTIEJICHUU, OCHOBAHbI HA HOBEHILIMX TOCTU-
XKEHUSIX KIMHUYECKO hapMaKoJoruu u (papmakore-
HOMMKHU.

BrnepBrie B cTpaHe pa3paboTaHa U (PYyHKIIMOHUPYET
nporpaMma I0 ONTUMU3ALUM POCTOBOTO IPOrHO3a y
JIeTe} ¢ HapyIIEHUSIMHU TT0JIOBOTO PA3BUTHUS PA3TMYHOTO
rede3a. C 2005 r. MHCTUTYT AETCKOM SHIOKPUHOJOTUU
SIBJISIETCSI KOOPAWHATOPOM HALlMOHAJIBHOU MpOrpaMmbl
MO0 HEOHATaJbHOMY CKPHUHUHTY aApE€HOT€HUTAIBHOTO
cunapoma. PaspaboraHa MeTomoyiorMyeckas OCHOBa
CKpMHMHTA. YJydllleHHe NporHo3a 3aboJjieBaHusI, Mpo-
BelleHWE MPEHATAIbHON IMAarHOCTUKHU B CEMbSIX, UMEIO-
KX OO0JIbHOTO peOeHKa, TEMEPb CTal0 BO3MOXHBIM,
Oaromapsi BHEAPEHMIO HOBOTO MeETOHA MUATHOCTUKU
ATI'C-MyJIBTUCTEPOUIHOTO U MOJEKYISIPHO-TeHETHYE-
CKOT0 aHaJin3a B MSITHE KPOBU HOBOPOXKAEHHOTO, MOJIY-
YEHHOro B mpolliecce CKpuHMHra. Havasno tepanuu B
paHHME CPOKM MO3BOJIMJIO YMEHBIINUTh HEOHATAIbHYIO
cMmepTHocTh. Ha 6ase oTneneHus NpoOBOAUTCS ONITUMM-
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3anus Tepanuu AI'C B pa3nuyHble BO3pacTHBIE TTEPUO-
L.

B otrmeneHun BHEOpPEeHBI METOOBI MOJICKYJISIPHOI
MUATHOCTMKM Pa3INIHBIX (DOPM HAAIIOYSTHUKOBOM He-
JIOCTaTOYHOCTU (pa3fnuuHble (POpMbI ayTOMMMYHHOTO
TMOJIUTIAHAYISIPHOTO CUHIPOMA, alpeHOJECHKOTNUCTPO-
dus, natomorust rena DAX-1). IIpoBomuTcsl nuarHo-
CTHKAa U JICYEHNE CUHIpOMa ITyOepTaTHOM TUIepaHapO-
TEHHUU Y J€BOYCK-TIOAPOCTKOB.

B mocnegHue romsl BO BCEM MMpPE PACIIMPSIIOTCS
WCCJICIOBAHUS POJY Pa3IUYHBIX T€HOB B 3THOJOTMU
oxupeHus. Ha 6ase oTmeseHusT peaausyeTcst Iporpam-
Ma I10 U3YYCHUIO B3aMMOCBSI3M YPOBHEN aIMITOKUHOB
(amumoHeKTHHa, BUcGaTUHA U PEe3UCTUHA) C DKCIIpec-
cheil TeHOB amumoHeKTWHa, BuchatuHa, PPAR-vy,
CNB-1 B XupoBoIi TKaHU y ACTEH C OKUPEHUEM. DTO
MO3BOJISIET HA3HAYMTh IIPABUIBHYIO TATOTEHETUIECKYIO
Teparuio.

BrepBbic B cTpaHe Ha OCHOBAaHUU MCCJICIOBAHUS
TEHOB, YYaCTBYIOIINX B CUHTE3¢ M CEKPELIMU MHCYIMHA,
CTaJ0 BO3MOXHBIM YTOYHEHHE (DOPMBI BPOXKICHHOTO
TUIIEpUHCYJIMHU3MA U Ha3HAUYCHUE afieKBaTHOI ITaTore-
HETUYECKOM Tepallvu.

B LlenTtpe pocrta B TeueHue 20 net Benercss Hauno-
HAJIbHBIM PETUCTP AETEN U MOJPOCTKOB C COMATOTPOI -
HOM HemocTaToyHocThio. Ha 3TOM ocHOBaHUM MuUH3-
npaB Poccum 3akymaeT mist Bcex AeTelt TperapaThl Top-
MoHa pocTa. B peructp BkioueHs! 2756 yenosek. Exe-
rogHo Ha tepputopun P® muarHocrupyiorcs 350—400
HOBBIX CJIy4aeB COMATOTPOITHOM HEIOCTaTOYHOCTU Y
nmereii. B LleHTpe mpouum KIMHUYECKYIO arpoOaiuio
BCe 3apyOexXHbIe Ipernaparsl TopMOHa pocTa, a ¢ 2006 .
arpoOMpoOBaH M BHEOPEH B KIMHUYECKYIO IPAKTUKY
IIEePBbIA OTCYECTBEHHbI TeHHOMHKEHEPHBIN IIperapar
Pacran. ITpoBoaumblii B LleHTpe KOMITIEKC HEOOXOAM-
MBIX U CAMBIX COBPEMEHHBIX MCCJICIOBAHUI TTO3BOJISIET
B KpaTJaiIie CpoKH JMarHOCTHPOBATh BUI HU3KOPOC-
JIOCTH, BKJIFOYAS €€ MOJICKYJISIPHO-TEHETMUYECKHUE OCHO-
BBI, B TOM YHCJIC MyTallMi T€HOB-KaHANIATOB, y4aCTBY-
IOIINX B 3aKJaIKe M KIETOYHOI auddepeHIpOBKe
CTPYKTYp THIIOTajlaMO-TuIiouszapHoii cucreMsl (GH-1,
Pit-1, PROP-1, GHR, FGFR3), reHHbIc TIOJIOMKUA Ha
YPOBHE PELIENITOPHOTO B3aMMOACHCTBUS 1 TTOCTPEIIEII-
TOPHOTO cUTHaJMHTA. LIeHTp pocTa OCyIeCTBASCT M-
TeJIbHBI MOHUTOPUHT U MEIMKO-COLIMAIBHYIO amarnTa-
LIUIO JIEeTei U MOAPOCTKOB C Pa3IMYHBIMU BapUaHTaMU
HU3KopocaocTh. 3a 20 JeT mpuMeHeHUs TOpMOHa pocTa
0oJiee THICSYM IeTel JOCTUIIM HOPMAaJIbHOTO POCTa.

Briepsbie B Poccuu cOBMECTHO ¢ BeAyLIMMU 3apy-
OCXXHBIMU KJIIMHUKAMU ITOKa3aHa HeOOXOIUMOCTh TIPH-
MEHEHHsI TOPMOHA POCTa Y B3POCIBIX JIOACH ¢ Mproo-
PETEHHOIM COMAaTOTPONHOMN HEIOCTATOYHOCTHIO U JTOKa-
3aHO BJIMSHME TOPMOHA pOCTAa Ha KOCTHBIA MeTabo-
JIN3M, TIPOLIECCHI CTapeHUs, ACSATEIbHOCTh CepACYHO-
COCYIUCTOU cucTeMbl U UMMYHUTET. PazpaboTraHHbIe B
HNHctutyTe 1 BHenpeHHbIe B Poccr METOIbI SIBISTIOTCS
rapaHTHel OTCYTCTBUSI B3POCIIBIX THUITO(DU3aAPHBIX Kap-
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nukoB B XXI Beke. BnepBrie B Poccuu yriny6iaeHHO U
KOMIIJIEKCHO HcclemoBaHa 3(P(PEeKTUBHOCTh Teparuu
TOPMOHOM POCTa HU3KOPOCJIOCTU, OOYCIOBJIEHHON 3a-
JIePXXKOK BHYTPUYTPOOHOIO pPa3BUTUSI Y XPOHUUECKOM
TMIOYEYHOM HEAOCTATOYHOCTBIO.

B HacTtosiiee BpeMst u3ydaeTcs 11eJiecoo0pa3HOCTh
MPUMEHEHUSI POCTOCTUMYJIMPYIOLIECH Tepanuu: CUH-
IPOMAJIbHOM HM3KOPOCJIOCTU, HU3KOPOCIOCTA  Ha
(oHe MmpexXaeBPEMEHHOTO ITOJIOBOTO Pa3BUTHUSI, BPOX-
JIEeHHOI MTUCOYHKIIMY KOPHI HANMOYSYHUKOB, XPOHIUYE-
CKMX COMAaTUYeCKUX 3a0ojieBaHUii (B TOM 4YucCIlie TpU
PEBMATOUIHOM apTPUTE, COCTOSIHUSIX MOCJE TpaHC-
IUIAHTAllMM OPTaHOB, a TAKXE y B3POCJbIX C BPOXIEH-
HOM COMATOTPOITHOM HEAOCTATOYHOCTBIO C LIEJIbIO KOP-
peKIIMM OOMEHHBIX M MMMYHOJIOTUYECKUX Hapylie-
Huil). CBeneHUs perucTpa IO3BOJSIOT HaKallJIMBaTh
OIBIT BEACHUS 1 JICYCHMS C KpallHe PeIKOM IJIsI IETCKO-
ro BO3pacTa HO30JI0TMeil — IMpPUOOpEeTEeHHOI coMaTo-
TPOITHOI HEMOCTaTOYHOCTBIO, OOYCIOBJIEHHOM OITyXO-
JsiMU rooBHOro mo3ara. B LleHTpe pocTta mpoBoasTcs
o0yualolue «IIKOJbl pocTa» sl AETeil U poauTelieit.
CorpynHuku LleHTpa OCYIIECTBISIOT KOHCYJIBTATHUB-
HyIO IOMOIIb B pernoHax P®, mpoBoIsiT BbIe3IHbIC
JIEKIMU U CEMMHAPhbI [JIsI PETUOHAJIbHBIX MEIUATPOB-
SHIOKPUHOJIOTOB, TOTOBST IyOJMKALIMU CTaTEN B BEMY-
IIMX OTEYECTBEHHBIX U 3apyOEXXHBIX XXypHaJIaX, METO-
IUYECKNe peKOMEHIAIMN, MOHOTpadum.

OtaeneHue onmyxojeil SHIOKPUHHOMN CUCTEMbI MME-
€T MHOTOJIETHIOIO UCTOPUIO U NaBHUE Tpanuiuu. Ote-
JICHUE UMEET 3HAUUTEbHBIN OIbIT IMATHOCTUKU, JIeUe-
HUS U peabuinTayu 00JbHBIX C OIyXOJISIMU TUIIaTala-
MO-TUNO(DU3apHON CUCTEMBI.

B otnenenuu npoBonuTcs:

— JIMarHOCTHUKA U JICUEHUE OMYXOJIC TMITOoTaJaMo-
runoduszapHoit 00J1acTu y nereit (KpaHuogapuHruoma,
MPOJAaKTUHOMA, COMAaTOTPOIIMHOMA, 0ojie3Hb MIeH-
ko—Ky1inHra, repMUMHATUBHO-KJIETOYHbIE OITyXOJIU,
[JIMAJIbHBIE OTYXOJIM (aCTPOLIMTOMA U AIP.);

— KOMIUIEKCHAsl peadWInTalus AeTeil Mocie Xu-
PYPTAYECKOTO U JIyY€BOTO JICUEHMSI OITyXOJI€l TOJJOBHO-
ro MO3ra;

— IMArHOCTHUKA U JICUEHHUE OIyXO0JIei HalNOYeUHU -
KOB, ITOJIOBBIX X€JI€3, IIMTOBUIHOW W TapaliuTOBUI-
HBIX XKeJIe3 Y IeTe U MOAPOCTKOB;

— JIMarHOCTUMKA W JICYEHUE TMIOTJIMKEMUYECKUX
COCTOSIHUI;

— JMarHoCTUKa W JIEYEHUE AETEH C MOJUAHOO-
KPUHHBIMM CUHApPOMaMHU (ayTOMMMYHHBIM ITOJM3H/IO-
KPUHHBIM CUHAPOMOM 1-T0 TUNA, CAHAPOMOM MHOXE-
CTBEHHBIX SHIOKPUHHBIX HEOILIa3UiA).

CoBpeMeHHBIE BBICOKOTEXHOJOTUYECKHUE METOIbI
TOPMOHAJILHOM JTUArHOCTUKU U METOIbI BU3YaIU3aLMHU,
npuMeHseMmble B LleHTpe, MO3BOJSIOT OCYLIECTBUTH
PaHHIOI TUATHOCTUKY OITyXxoJei Mo3ra. JlaBHee TeCHoe
corpynHuyectBo ¢ HHWMWM  Heilpoxupypruu uM.
H.H. bypaeHko obecniedrBaeT KOMILJIEKCHBIN MOAXO0I K
BEICHUIO IMAIlUEHTOB C OOBEMHBIMU OOpa3OBaHUSIMU
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TOJIOBHOTO MO3ra. B oTmeaeHnr mpoxXoasaT BOCCTaHOBU -
TEJbHOE JICUCHNE W PeaOdMINTALIMIO JeTH, TIepEeHeCIIIne
TsDKEJICHMIIMEe ollepallid Ha TOJIOBHOM MO3re, U IeTH
IocJie TIePEeHEeCEeHHOro Jy4eBoro JiedeHus. Ocyiiect-
BJISIETCSI KOHTPOIb (PYHKIIMU TUnodur3a u moadop 3ame-
CTUTEJIbHON Tepamnuu, a TakKKe ICUX0JoThYecKas pea-
omnuranmsl nauueHToB. COBpeMEHHBIC ITOCTHKCHUS
¢apMaKoI0TUH TO3BOJISTIOT COKPATUTH KOJUYECTBO X1~
PYPrUYEeCKUX BMEIIATEILCTB HA TOJIOBHOM MO3T€e U Jie-
YUTh HEKOTOPHIE OITYXOJIM TEPANIEeBTUUECKM C XOPOIIH-
MM pe3yIbTaTaMu.

B otnenenun mpoBoauTCS TeHETUYECKOE KOHCYITb-
THUPOBAHME CEME1, B KOTOPBIX BBISIBJICHBI OITyXOJU 3H-
TOKPUHHOM crcTeMbl. O4eHb YacTO S9HIOKPUHHBIC OITy-
XOJIN Y I€TeH SIBJISIIOTCS MPOSBICHUEM HACJIeACTBEHHBIX
3a0ojeBaHUil. ['eHeTMYEeCKasT TMArHOCTUKA 3TUX CUH-
JIPOMOB Y TALIMEHTOB U MX POACTBEHHUKOB ITO3BOJISICT
MIPOTHO3MPOBATh Pa3BUTHE 3a00JIEBaHUS, MPUHUMATh
MpodUIaKTUIECKHIE MEPhI, BBLIOPATh ONITUMAJIbHBIN Me-
TOM JICYCHUS.

B Teuenue 20 ner MHCTUTYT NeTCKON 3HIOKPUHO-
JIOTMU 3aHMMAaeTCs IPoOeMON ayTOMMMYHHBIX TTOJIM-
SHIOKPUHHBIX CUHIPOMOB. BriepBble OBLIM BHEAPECHBI
METOIbI MX TeHEeTUYeCKON muarHoCcTUKU. [lanmeHTh ¢
STUMU 3a00JICBAHUSIMU HYXKIIAIOTCSI B TIOCTOSTHHOM Ha-
OJIFONEHUM OIBITHBIMU CICHHUAIMNCTaMU PAa3HOTO IIPO-
buns, peryasspHoM OOCIeIOBAaHUM M TOAOOpe U KOp-
PEKIINU JICYCHUS.

OCHOBHBIM HaIlpaBJieHUEeM pPabOThl OPraHU30BaH-
Horo B 2005 r. oTneneHUs HACAEACTBEHHBIX SHIOKPU-
HOMNATUM SBJISIETCS OUArHOCTUKA U JICUCHHUE Hacem-
CTBEHHBIX SHIOKPUHHBIX 3a00JIeBaHUI Y HeTeH 1 MO~
pPOCTKOB. B oTmeneHum TpoBOAUTCS KIMHUYECKOE U
SHIOKPUHOJIOTUYECKOE OO0CIeIOBaHWE MAIllMEHTOB C
pPa3sHOOOpPa3HON SHIOKPMHHON IIaTOJOTUEH, pas3Ind-
HBIMU (DPOpMaMU HU3KOPOCIOCTH, 3a001eBaHUSIMU 11U -
TOBUIHON XeJie3bl, CaXapHbIM I1a0eTOM, OXKUPEHUEM,
HapyIICHUSIMA TIOJIOBOTO Pa3BUTHS, HaPYIICHUSIMU
¢dopmMupoBaHUs TI0Ja, 3a00J€BAaHUSIMM HAOIIOYCIHU-
KOB, OIYXOJISIMU SHIOKPMHHBIX OPTaHOB, HAPYIIICHUSI-
MU GpochOpHO-KaNTbIIMEBOTO 0OOMeHa, HecaXapHbIM U -
abeTOM M TUMOTIMKEMUSIMH. JIMarHOCTUYECKUI ITOUCK
HaIpaBJieH Ha OOHapy>KeHHe BO3MOXKHBIX aCCOLIMALINI
C MOHOTCHHBIMU HAaCJEACTBEHHBIMU HedeKTaMu. Boi-
SIBJICHHE TIOOOHBIX aCCOLIMAIIMI TTO3BOJISICT IIPOTHO3H -
pOBaTh TeUeHNE 3a00JICBAaHUI U OCYIIECTBIISITE KOPPEK-
LIMIO JICYCHMSI C YUETOM MX MATOTCHETUIECKUX OCOOCH-
HocTel. s yTouHstoleit IMarHoCTUKY HACIEACTBEH-
HBIX 2HIOKPUHOIIATUII Ha 0a3e OTHEeIeHUS CO3TaHO
YHUKAJIbHOE JTabopaTOpHOE Ioapa3aeieHe, B KOTOPOM
OCYILECTBIISICTCST UCCAEAOBaHME ITPOMUIIST CTEPOUTHBIX
TOPMOHOB ~ METOIOM TaHIEMHOM  XpOMaTo-Macc-
crieKTpoMeTpuu, a Takxke npopoautcs JHK-ananus
IIMPOKOTO CIIEKTpa F€HOB, aCCOLIMMPOBAHHBIX C DHIO-
KpuHHOM Tatojiorueii. 3a 10 jeT paboThl OTAEIEHUS
BIIEPBHIE B OTEYCCTBEHHOM MPAKTUKE OBLIN IMAarHOCTH-
POBaHBI CJICAYIONIE MOHOTEHHBIE SHIOKPUHHBIEC 3200~
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JIeBaHMS: penkue (hOpMBI BPOXICHHON MHCHOYHKIINU
Kopbl HamnodyedHukoB (STAR, CYPIIBI, CYPIIAI,
CYPI17, HSD3B2), n30mmupoBaHHBINA Ie(UIIUT aJIbI0-
crepona (CYP11B2), MHUMBII N30BITOK MITHEPAJIOKOP-
tuKonnoB (HSD11B2), BpoxXneHHAas! THUIIOIIIA3M Hal-
mouedHnKoB (NROBI1, NR5A1), AKTT -pe3rcTeHTHOCTb
(MC2R), BTOpUYHBII TUTIOKOPTUILIN3M B COUYCTAHHMH C
oxupenneM (POMC), tectorokcuko3 (LHCGR), cuH-
IpoM M30bITKA apomatassl (CYP19), HapymieHue hop-
mupoBanust noja 46XY (SRD5A2, WT1, HSD17B3), na-
clencTtBeHHble (opMbl HecaxapHoro nuadera (AVP,
AQP2, AVPR2), HenMMyHHBIEe (DOPMBI CaXapHOTO IHa-
oeta (HNF4A, HNFIA, GCK, ABCC§), cuHIpOM MHO-
KEeCTBEHHBIX SHIOKPUHHBIX Heorrasuii I tuma (MEN1),
HeayTOMMMYHHBIN Tuneptupeo3 (TSHR), Hacaen-
ctBeHHBIe (opMBl HuU3Kopociaoctu (GHR, IGFIR,
FGFR3), BpoxaeHHbIi ruteprnapatupeo3 (CASR), tn-
modocharemuaeckuit paxut (SLC34A3) n TIceBIOTUIIO-
mapatupeo3 (GNAS). Hapsioy ¢ KIIMHIYecKoi nesaTelb-
HOCTBIO B OTIEJICHUM OCYIIECTBIISIETCS] HaydHO-HCCIIe-
IoBaTeJIbcKass paboTa MO M3YYEeHUI0 KIMHUYECKUX U
MOJICKYISIPHO-TEHETUIECKIUX ACIIEKTOB MOHOTEHHBIX
dopm caxapHOro nradbeTa, BPOXIACHHBIX Ne(PEKTOB CTe-
poumoreHesa, HapyleHU (hOPMHUPOBAHUS 110J1a, MHO-
KEeCTBEHHBIX SHIOKPUHHBIX HEOTUIA3HIA.

HWHCTUTYT HETCKOM SHIOKPUHOJIOTMHA padoTaeT B
TECHOM COTPYIHUYECTBE C BEAYIIUMH POCCUNCKUMM,
3apyOCXHBIMI KIMHUKAMUA ¥ HAyYHBIMU IICHTPAMM.
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B pamkax mporpaMMEI IMOCIEAUTIIOMHOTO 00pa30BaHUs
¥ TIOBBIIICHNS KBATU(PUKAIINN IIPOBOIUTCS 00pa3oBa-
TeJIbHAsl OeATebHOCTh. Bpaum mpoxomsiT mepBUYHYIO
CIIEIINATA3ALINIO M TIePEOArOTOBKY 110 AETCKOM 3HIIO-
KpuHosoruu. MHCTUTYT SIBIIsSIETCST opraHn3aTopoM Bee-
poccuiickiux U PermoHanabHBIX KOH(pEpEeHUIU O AeT-
CKOIT SHIOKPUHOJIOTHH.

CotpynHuku WMHCTUTYTa NETCKOW SHIOKPUHOJIO-
TUH OCYIIECTBIISTIOT KOHCYJIFTATUBHYIO TIOMOIIb B PETH-
oHax Poccwuiickoit Demepaliny, MPOBOIAT BBIC3THEIC
JIGKIIMA W CeMUHApBI IS PeTUOHAIBHBIX IeAUATPOB-
SHIOKPUHOJIOTOB.

C 1990 r. ony6mkoBaHO 60Jiee 50 MeTOIMYECKUX
TOCOOMiT 1 peKOMEHIALIN, ITpeTHa3HAYeHHBIX KaK IS
TeInaTpoB, TaK U IJIST ITAIIUEHTOB.

B HacTosmee BpeMsI Ha TEPPUTOPUM DHIOKPUHO-
JIOTMYIECKOTO HAYYHOTO IIEHTPA IPOBeIeHA KOMILIEKC-
Hast peKOHCTPYKIIUS CO CTPOUTEILCTBOM Kopiyca MH-
CTUTYTa IETCKOM 3HIOKpuHOJormu. Llemb mpoekra —
CO3IaHNEe BBICOKOTEXHOJOTMYHOTO MHOTOIIPODUILHO-
ro MHctuTyTa, MpeacTaBasiiolIero co0oi COOTBETCTBY-
foIree MEeXXIyHApOTHBIM CTaHIapTaM TOJIOBHOE HAIIMO-
HaJlbHOE JIe4eOHO-IPOGMIAKTUYECKOE YIpEeXKICHHE.
[Inannpyemass MOITHOCTh MHCTUTYTa — CTallMOHAp Ha
200 KOeK, KOHCYJIFTATUBHO-INATrHOCTUIECKOE OTHelIe-
aue Ha 300 mocemeHuii B cMeHY win 30 ThIC./Mec,
y4eOHBIe KadeIpbl, KOHTpecc-LleHTp, MHTepHeT-01-
o1moTexa, 3aj1 TeJeMeIULIMHBI M TAaHCUOHAT.
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