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CHWXEHWUE AKTUBHOCTU KAJIJTIMKPENHA
U KANJIMKPEUHOIEHA Y ETEW C OXKUPEHUEM:
ACCOLMALNA C METABOJTMMECKMMUN HAPYLLEHUAMMU

Bauanze T.J., CamoiisnoBa YO.I. — 0.m.1., npog.;

MarBeeBa M.B. — 0.m.1., npogh., Cnupuna JL.B. — 0.m.1., npog.,
Axodamesa O.E. — 0..x., npogh., llomuunenona J.B. — k.. #.

@I'BOY BO Cubupckuii 20cy0apcmeennblil MeOUYUHCKULL YHUBEPCUMEm
Munszopasa Poccuu, Tomck, Poccus

AKTyaJbHOCTH. OXUpEHUE B JETCKOM U MOAPOCTKOBOM BO3PACTE SIBIIS-
eTCs TII00ABHON MPOOIeMON, CBSI3aHHOM C PUCKOM Pa3BUTHUS CaXapHOTO JIU-
abera 2-ro THUMA, CEPIIEYHO-COCYIUCTHIX 3a00JIEBAaHUI M METaOOIHMIECKOTO
cuHApoMa. VccrmenoBanne MONEKYISIPHBIX MEXaHH3MOB OXHPEHHS HEO0XO-
MO JJISI BBISIBJICHUSI HOBBIX TE€pamneBTUUSCKUX MuIIeHeH. OcoObIit mHTEpEC
BBI3BIBACT KHHUHOBASI CHCTEMA, B YACTHOCTH KAJUTMKPEHH U KaJUTUKPEUHOTEH,
YYaCTBYIOILIUE B PETYJSIUU BOCHAICHHS M METaOOIMUECKUX MTPOIIECCOB.

KiroueBrble ¢jioBa: J1eTH, TOAPOCTKU, OKUPCHHUE, KAJTUTMKPEHH, KaJITUKPE-
WHOTCH, KHHUHOBAsI CUCTEMa, OMOMapKephI.

Hean ucenaeqoBanus. ONEHATh aKTUBHOCTHh KAJUTMKPEUHA U KAJUTUKPEH-
HOTCHA Yy JIETeH U MOIPOCTKOB C M30BITOUHOM MacCOH Tejla U OKHPEHUEM, a
TAK)X€e BBIABUTH UX CBA3b C META00IIMUECKUMHU ITOKA3aTEIISIMH.

Martepuansl u Mmetoabl. O6cnenoBansl 90 nereit B Bozpacte ot 10 10 17
net. OCHOBHYIO I'pymnity cocTaBmin 60 MaeHToB ¢ M30BITOYHOM Maccol Tena
U OXXHUPEHHEM, KOHTpoJbHYI0 — 30 3m0poBbIX aereid. [IpoBonmnack oueHka
KOMITO3UIIMOHHOTO cocTaBa Tena (InBody 770), Omoxumudeckux IMmokasare-
JIell KpOBH: YPOBHSI TITFOKO3bI, amanuaMuHoTpancdepassl (AJIT), acmaprara-
muHoTpanchepassl (ACT), TpUrIHIepuI0B, 00IIET0 XOJIECTEPUHA, JIUTIONPO-
TenHOB BbIcOoKo# mioTHOCcTH (JIIIBII), numonpoTeMHOB HU3KOW MIOTHOCTH
(JIITHIT), nacynuHa, nentuHa, TIrKaronmnonoouoro nentuaa -1,2 (FII1-1,2).
AHanM3 CIIOHBI C MOCIETYIOINM UCCIEJOBAHNEM aKTUBHOCTH KaJNIMKPEHHA
u kauukpeunorena metojgoMm T.C. ITacxunoit, A.B. KpuHckoit mo ckopoctu
rugponusa N-6en3omn-1-apruaun stunooro 3¢upa (BADD), mocne momy-
YeHHs HealcopOMpOBaHHON (hpakiuu OCIKOB CIIOHBI, CoepKalled Kaluim-
kpenH (KK) n xannukpeunnoren (KI'), rens-dunsrpanneii Ha cedanexce A-50
(Merck, I'epmanust). CratucTuyeckuii aHaiau3 BhINOJIHEH B mporpamMMe SPSS
19.0.

Pesyabrarel. OcHOBHYIO TpyITy coctaBuin 90 neteil ¢ m30BITOYHON Mac-
coif Tena U oxupeHueM, u3 Kotopeix 60% (n= 36) neBouxu u 40% (n= 24)
MaJIMMKH, Tpynmy cpaBHeHHst — 30 310pOBBIX neTel, u3 KoTopbix 50% (n=
15) neBouxu u 50% (n=15) manpuuku. CpegHnii BO3PACT OCHOBHOM I'PyMIIbI —
11,6 nmet [10,7;14,5], rpynmsl kouTposs — 11,9 net [10,0;14,7]. Y ydacTHUKOB
C O)KMPEHHEM BBISBICHO JOCTOBEPHOE CHHMKCHHE aKTHBHOCTH KaJUTMKPEHHA
(43,3 mpotuB 64,9, p = 0,011) n xammukpennorena (35,8 mpotus 122.9, p =
0,001). OTmMeuena oTpunaTesbHas KOPPEIALNS MEKIY aKTUBHOCTBIO 3THX ITPO-
Tea3 u ypoBHeM uHcynuna (r = —0,608), xonecrepuna (r = —0,424), SDS UMT
(r= —0,649), ;xupoBoii Maccoii u mporieHToM xmupa (p < 0,05).

3akawuyenne. CHIDKEHHE aKTUBHOCTH KaJUTMKPEUHA M KAJUNTHKPEHHOTEHA Y
JIETe C OKUPEHHUEM aCCOIMUPOBAHO C HEOIArONMpUATHBIMUA METa0O0IMYECKU-
MU U3MEHEHHUsIMHU. BhIlle ykazaHHBIE MPOTEa3bl MOTYT PAcCMaTPUBATHCS KaK
MOTEHIHAIbHBIE OMOMapKephl META0OINYECKOTO PHCKA U MHUIICHHU ISl HOBBIX
TEpareBTUYECKUX CTPATETHH B JICUEHUH O’KUPEHUS y JETeH U TIOAPOCTKOB.

KINMUHUYECKUN CNYYAN PELUMOUBA CPEOUHHOW KUCTbI LLEU
Y NAUMEHTA U CITOXXKHOCTU OUATHOCTUKU

BeceabeBa T.A., Cu3bix A.H., UeponoBa H.B., Hapsiknas M.O.
ITBY3 «qI'TI Ne131 J[3M», Mockea, Poccus

Oomue cBenennsi: CpeuHHAsT KMCTA IIEU — 3TO OIYyXOJEBUIHOE 00pa3o-
BaHUE, BHICTIIAHHOE NPEUMYIIECTBEHHO MHOTOCIOWHBIM MJIOCKUM 3MUTEIUEM,
KOTOPOE OTHOCHTCS K aHOMAJTFSIM Pa3BUTHS skaOepHOTO anmapara u ero mpom3-
BOJHBIX, a TaK)KE€ IUTOBUIHON U BUJIIOYKOBOM *kene3. Hekoropsie aBTOpbI cUu-
TalOT, YTO CPEAMHHBIC KUCTHI U CBHIIH SBIISIOTCS SMOPHOHATLHON IUCTUTA3HEH,
CBSI3aHHOM C HE3apallleHUEM HIUTOSI3bIYHOTO MTPOTOKA, KOTOPBIN COEUHSAET TH-
PEOUIHYIO TKaHb ¢ KOpHEM s3bika. CpeIMHHASI KUCTA IIEU Yallle BCETO MPOsIB-
JIsieTCs B BO3pacTe 4-7 JET U yCHEIIHO YAAIseTCs, OJHAKO, BO3MOKEH PELUIUB,
KOTOPBIH Hare Bcero 00yCIIOBICH HApYIICHUEM TEXHHWKHU TPOBEICHUS OTepa-
LIMH.

Beenenne: B KJ10 I'bY3 «JII'TI 131 JI3M» nabmronaics pedeHok C. Mahb-
4K, 17 JIeT ¢ AuarHo3om: BOKOBOW CBHII IlIEH, OCIIOXKHEHHBIN (IErMOHOMN
nmuua. CocTosiHUE MOCE XUpypruyeckoro jeueHus ot 24.03.2025.



Onucanue KJIMHMYECKOro cjay4dasi: 13 anamHe3a U3BECTHO, YTO MAaJIbUUK
B 2011 romy (3 roma) omepupoBaH IO MOBOAY CPEAWHHOW KHCTHI IIEd B TOPO-
ne Upkyrck. B saBape 2025 roma mamyeHT W ero Mama 3aMeTHiii o0pa3oBa-
HUS B 00J1aCTH TIeH, TOSBUIINCH JKaJ00bl HA OOJB MPH TIIOTaHWU Ha (OHE HOP-
MajbHOUM Temneparypsbl Tena. Ilo nanubiM Y3 mUTOBUIHON kKene3bl B JIEBOM
JI0JI€ ONPEAEISIIOCh TUIIOAXOTCHHOE HEOIHOPOIHOE 00pa3oBaHHE pa3Mepamu
2,5%1,2*1,5 cM, ¢ BBIpaXeHHBIM cMelIaHHbIM KpoBoTOKOM. TIRADS 5.

B tupeonaHoM mpoduiie Bce moKazaTesau B peaenax peepeHCHbIX 3HaUe-
HHﬁ, B O6H_[eM aHaJIn3¢ KpOBI/I OTMCYAJI0CH ITOBBIIIICHUC .HCI\/'IKOHI/ITOB U ITOBBILIC-
aue COD no 64 mm/uac.

Jannspie ocmotpa B espaie 2025 rona (17 ner):
Poct 170 cMm, Bec 68 kr SDS pocra: — 0.74. SDS UMT: 0.73.

ITpu ocMoTpe 0bnacTy 1Ieu ¥ NPOEKLUNH IUTOBUAHON KeJle3bl OTMEUaeTcs
ee YIUIOTHEHUE U OKpYIVIoe 0Opa3oBaHKe OOJIE3HEHHOE [TPH NallbIally.

[Tpu xonTpone Y3U MUTOBUAHOM KeNe3bl OTMEUATIHCh YXO-TPH3HAKH 00b-
EMHOTO 00pa30BaHUS JICBOU JOJHU IIUTOBUIHOMN SKENIE3bl M MATKUX TKAHEH IIIEH.
TIRADS 5.JlumpaneHonarus nepeaHemeiinoro Jji/y cieBa. C y4eToM pe3ylib-
TaToOB 00CJe0BaHMS MAIMEHT ObUT HANpPAaBJICH Ha KOHCYJIBTALUIO OHKOJIOTA M
npoBenenne TAB oOpazoBanus 8 ®I'BY HMUL] onkonorun um. H.H. brioxuna
JUISL ONIPENCIICHUS JaldbHENIIEed TaKTUKU BeaeHus. [[anueHT KOHCyabTUpOBaH,
npoBezieHo poobcnenopanue (mosropuoe Y3U u MPT mien), nanHbIx 3a 00pa-
30BaHUE JICBOM JOIM IIUTOBUHOM 7KEJIE3bl HE MOJIyYeHO, MEXKY JIEBOM JOJei
HDXK u coHHOll aprepueil BU3yaau3upyeTcss HEOAHOPOAHBIA y4acToK 0e3 4et-
KHX TPaHMLI, TOBBIIICHHOH 9XOT€HHOCTH, C KPOBOTOKOM MO TIEpHU(EPHH.

[larenT OBUT IPOKOHCYIBTHPOBAH YeNMOCTHO-HIEeBbIM xupyprom JI'Kb
uM. H.®. ®unaroBa, ToCIUTAIN3APOBaH B TOpAaKaIbHOE XUPYPTHUECKOE OT/Ie-
nenne. [IpoBeaeHO PHIOCKONMMYECKOE HCCIEe0BaHNE, TI0 JAaHHBIM KOTOPOTO B
IJIOTKE B JIEBOM T'PYIIEBUHOM CHHYCE OTpeeNsaTCs cBUlieBoe oTBepctue 0,7
CM, B HEro 3aBefieHa cTpyHa Ha 1,0-1,5 cM, 4To moATBEpAMIIO HAJUYKE CBUILA
TJIOTKH, Takxke 1o JanHbiM KT 1men oTMeuaeTcst CBUIIEBOM X0/ B BEpXHHE OT/Ie-
JIBI JIEBOW JTOJM IIIMUTOBHTHOM JKEJIEe3bl C U3BUTHIM XOJIOM Ha TTyOmHY a0 28-30
MM OT KOXKH. PeOeHKy ObLTO TPOBEeHO qpeHUpOBaHNE (JIETMOHBI U PEKOMEH-
JIOBaHO OTEpaTHBHOE JICYCHHE B 00bEME MCCEYCHHUS CBUINA IIIEH C pe3eKIneit
BEPXHETO MOJOCa ITUTOBUIHOM JKelle3bl, BO3MOXKHON pe3eKIHel IUTOBUIHOTO
Xpsia, KoTopoe O0buTo mpoBeneHo B Mapte 2025 roma. B muHammke ocyriect-

BJIEH KOHTPOJIb TUPEOUIHOTO MPOMUIIs, JaHHBIX 32 HapylleHUE (PyHKUNU LIU-
TOBHHOM KeJIe3bl He MOTY4EHO.

3akuouenne: ONYCaHHBINA BBIIIE Cy4Yaid IEMOHCTPUPYET HEOOXOAMMOCTh
nmoJipoOHOro cOOpa aHaMHEe3a ¢ 00pa30BaHUEM B 00JaCTU MPOSKIIUU IIIUTOBH]I-
HOU JKCJIC3bI, IMPU BBIABJICHUKU AAHHBIX O OICPATHBHOM JICUCHHUU Cpe[IHHHOfI
KHUCTBI IIEH MOKa3aHO A000CICI0BaHKIE C LIENbI0 UCKITIOYCHHUSI BO3MOXKHOTO €€
penuauBa.

OnbIT NPUMEHEHUA NUPATNYTUOA Y OETEN B PEATIbHON
KNMUHUYECKOW NPAKTUKE

Buteockas A.B., UBannukosa T.E., [Tonmosuu A.B.,

Conuna JI.A., Tuxonouu FO.B.

@IAOY BO Iepsviti MIMY um. U.M. Ceuenosa Munzopasa Poccuu
(Ceuenosckuii Ynusepcumem), Mocksa, Poccus

AKTyanbHOCTBb: PacripocTpaHeHHOCTh OXKHPEHUS CPEAU JIeTeH U MmoapocT-
KOB B IOCJIEHHE JECATHIIETHS CTPEeMHUTENbHO pacTeT. HemeankameHTO3HbBIE
METO/BI TePAUK OKUPEHUS yacTo Manod(pdexTuBHbl. Ha ceromusimnuii 1eHp
JUParTyTU/ SBJSIETCSl EIMHCTBEHHBIM aHAIOTOM TIIIOKaroHOTI000HOTO TIeTITH-
na 1, 3apeructpupoBaHHbIM B PO aiis neuenust oxupenus y aereii ¢ 12 xet. C
2024 1. B peaJIbHOM KJIMHUYECKOH NMpaKTHUKE MPUMEHSETCs Mpenapar poCcCHii-
CKOTO TIPOM3BOJICTBA; KIMHUYECKUE UCCIIEOBaHMsI TI0 CPaBHEHUIO ero 3ddek-
TUBHOCTH C OPUTHHAIBHBIM NPENapaToM y JIeTeil He IPOBOAMIUCE.

Heab padorbl: U3yunTh 3)(HEKTUBHOCT IPUMEHEHUS JUpAnIyTUAA y Je-
TEW C OKUPEHHUEM B PEaJIbHOM KIMHUYECKON IPAKTHUKE.

MaTepI/laﬂbl H ME€TOAbI:

[Ipoananm3upoBanbl MenUIIMHCKHE KapThl 20 meteit (M — 6, 1 — 14), ¢ oxu-
pennem 2-3 creniern, SDS UMT 3,19 (2,76; 3,55), xotopeim B 2023 u 2024 1T
B Bospacte 14,7 (14,1; 15,9) net Oblta Ha3HAUeHA Tepanus JTuparTyTuaom (Me
(25%; 75%)). Y Bcex maIleHToB Ha MOMEHT Hadajia Teparii ObUTH BHISBICHBI
OCIJIO)KHEHHSI O)KUPEHUS: HEalKOTOJNbHAs JKUpoBas OoNle3Hp TedeHn — 18 ma-
ueHToB (90%), mucimmuaemus — 12 (60%), aprepuanbHas TUTIEPTEH3US —
5 (25%), »xemuHOKaMeHHast 6oe3Hb — 3 (15%), HapymieHHAst TONEPaHTHOCTD K
rmokose — 2 (10%) u caxapusbiit auader 2-ro tuna — 2 (10%). Bee manmenTsr,



BOIIIE/IINE B UCCIIEN0BAHNE, JOCTUIH 1036l 3,0 Mr. JInurensHoCTs HaOMIOME-
Hus coctasuia 5,0 (4,5; 6,0) mec.

['pymnmbl nanyueHToB, MOMyYaBIIuX OPUTHHAIIBHBIN Mpenapar U poCCUIUCKHIMA
anaor (rmo 10 manueHToB), ObLTH COMTOCTaBUMBI 110 Bo3pacty — 14,4 (13,1; 15,6)
et u 14,8 (14,1; 15,8) ner.

Pesyabrarsr:

[Ipu moBTOpHOM OOCIEIOBAaHUH BBISBICHO 3HaunuTeabHOE (p<0,01) cHM*XKe-
nue SDS UMT c 3,19 (2,76; 3,55) no 2,72 (2,10; 3,12); y 5 nmaruenToB (20%)
MOKa3aTelb CTal COOTBETCTBOBATh M30BITKY MacChl TEJla; OTCYTCTBHE CHHXKE-
Hus SDS UMT ormeueno y 1 nanmenTta. OTMEUEHO HE3HAUUTENBHOE CHUKEHUE
obmiero xonecrepuna, JITHII, Tpurmumnepunos.

D} PEeKTHBHOCT TEPaTUK POCCUICKUM aHAJIOTOM HE yCTyMalla OpUTHHAIb-
HoMy nipenapary — cHikeHue SDS UMT cocrasuio 0,63 (0,59; 1,14) u 0,41
(0,28; 0,50) cootBercTBeHHO (p>0,05).

BriBojaLI:

Jluparmytun siBisiercs 3(p(HEKTUBHBIM NPENapaToM AJIs JICUECHUS! 0KUPCHUS
y aerteit ¢ 12 net. B peanpHON KIMHUYECKOM MPAKTHUKE POCCUIICKUI aHAIOT HE
ycTymnaeT 1o 3QEeKTUBHOCTH OPUTHHAILHOMY TIpernapary.

OCNOXHEHUA HEXUPYPTMYECKUX ®OPM N'IMOMNAPATUPEO3A
W NCEBOOIUMNOMNMAPATUPEO3A Y OETEN

TxxamanynunoBa A.A., CozaeBa JI.C., Maka3an H.B., Mokpbimena H.I.
THI] P® ®I'BY « HMUIL] snooxkpunonocuu um. akademuxa U.1. JJedosar
Munszopasa Poccuu, Mockea, Poccus

Henn: M3yyeHne 0CI0KHEHUH U BOBMOXKHBIX MPEIUKTOPOB MX PA3BUTHUS Y
JeTeit ¢ HexupypruueckuM rumnomnaparupeoszom (I'TIT) u ncepnorunonaparupe-
o3oM (IIT'TIT).

Beenenue: I'TIT u I[II'TIT — penkue u npenMyniecCTBEHHO T€HETUYECKU 00Y-
CIIOBIICHHBIC 3200JICBaHUS C HAapyILIeHHEM Kaiblui-pochoproro oomena. Jim-
TeJIbHAsl Tepanus aKTMBHBIMU aHAJIOTaMH BUTaMHMHaA D/mpenaparaMu Kajiblus
COIIPSDKEHBI C PUCKOM BHECKEJIETHBIX Kajblupukanuuid. lanHeie 00 ocioxHe-
HUSX y JI€TeW OrpaHHYCHBI.

Marepuajsl u Metonsl: [IpoananmmsupoBansr gannbie 137 manuenTtos (61
JeBouka U 76 mamsaukoB) n0 18 mer ¢ mexupyprudeckum ['TIT u III'TIT Ha
6aze 'HI[ P® ®I'BY « HMULI srmokprHomoruy uM. akagemuka M.W. Jlemosay.
Craructryeckas 00padOTKa BKIIFOYAIa METONBI OTIMCATEIIEHON U CPaBHUTEIb-
HOM CTaTHUCTHUKH.

Pesynbrarpl: Menuana Bo3pacTa Ha MOMEHT BIIEpBBIE 3a()MKCHPOBAH-
HoOW runokaneimemun — 6,1 [3,2; 10,8] netr. CpeaHsisi JIMTEIBHOCTh 3a00-
nesanus — 3,0 [1,3; 7,2] roma. Jlonsg manueHTOB C ayTOMMMYHHBIM TIOJIH-
manaynsipaeiM cuaapomMoM (AIIC) 1-ro tuna cocraBuna 41,6% (57/137),
MI'TT - 25,6% (35/137), ayTocOMHO-AOMHHAHTHOM runokansipemuei (AJI)
1-ro tuna — 11,0% (15/137), cunnpomom bapakara — 5,8% (8/137), cunapomom
del22q11.2 — 5,1% (7/137), cungpomom Kennu-Kapdu — 2,9% (4/137). Y 8%
(11/137) nuarno3 ycTaHOBHUTH HE yAalOCh. [IByCTOpPOHHMI HEPpOKaIbIUHO3
JnuarHoctupoBan y 49% (63/129) nauuenTos, npeumyiiectBeHHo npu ATIC
1-ro Tuna u A/II" 1-ro Tumna (p = 0,002). Mukponedponutuas —y 4% (5/129).
[TponomKUTENBHOCTD TEpauy aKTUBHBIME aHajioraMyd BUTaMuHa D u mpena-
paramu Kalblus ObLIa 3HaYMMO JIOJbLIC Y MAalUEHTOB ¢ He(QPOKATbLUHO30M
(p <0,001). ¥V 48 nmarmuenToB (3a uckirouenueM A/II" u [II'TIT) npoananusu-
POBaHbI KaJbIMI/KPEeaTHHUH MOYM Ha ()OHE MEAWKAMEHTO3HOM KOMIICHCAIMH
I'TIT. T'unepkanbimypust BeisiBiieHa y 62,5% (30/48) u npeBaupoBaia B TpyIie
¢ AIIC 1-ro tuma (p = 0,007), cBs3b MeKAY TUNIEpKANBLIUYpHEH 1 He(POKaIb-
uHO30M He BhIsgBIeHa (p=1,000). CpaBHEeHHUE TPYII C THNEpKaIbLIUypuel u
0e3 1o Bo3pacrty, (GyHKUUH NOYEK, [UINTEILHOCTH TEPANUH U J03aM MPerapaToB
pasnuuuii He BoIBUIO. Y 75% (53/71) manueHToB TUArHOCTUPOBAH CHHIIPOM
®dapa ¢ goKamU3aIUei NPEUMYIISCTBCHHO B Oa3zanbHbIX raHmmsx (42,1%) u
700HBIX (25,4%) nonax. Hannyne MuHepalbHBIX OTIIOKEHUH aCCOIMNPOBAIOCH
¢ Oojee mo3aHel nmocraHoBkoii auarnosa (p = 0,005). Karapakra BbisiBIcHa y
22/129 (17%) ¢ nmopakeHHEM HECKOJIbKUX aHATOMUYECKHX CIIOEB XPyCTaJIMKa!
MMOMYTHEHHUSI KOPTUKaIbHOTO cjos (65%), 3agHecyOkancymsipusie (45%), me-
peanecyokancymsipubie (45%). CBs3u MEXIy KaTapakTod U JJIUTEIHOCTHIO
3a00JIeBaHMS/OTCPOUCHHOM TUArHOCTHUKOM HE YCTAHOBICHO, YTO MOXKET 00bsIC-
HSTHCS OTPAaHMUYCHHBIM Pa3MEPOM BBIOOPKH.

BsiBoawi: HedpoxanbimHos — Hanbonee yactoe ocnoxxuaenue ['TIT y gereid,
CBSI3aHHOC C AJUTEIbHON Tepanueil. [ unepkanbuuypus TpeOyeT nepcoHaIn3u-
POBAHHOTO MTOJX0/1a, HO HE SIBISICTCS JOCTOBEPHBIM IIPEAUKTOPOM HEPPOKaAIIb-
MHO3a. PaHHss OUAarHOCTHKA M CBOEBPEMEHHAs KOMIleHcauusi 3a00jeBaHuUs
B&)KHBI Ul CHWKEHUS PUCKa LepeOpaibHbIX Kanbludukanuil. Cuctemarusa-



U JAHHBIX 00 OCIOKHEHUSIX MMEET KIMHUYECKOE 3HAYEHHE JUIS OITHMH3a-
IIUU BEJICHUS W HAOIIOEHN MaleHToB ¢ paznuaabiMu hopmamu ['TIT.

KnwueBble ciioBa: Tunonaparupeos; IeTH; HEXHpypruueckue (Gopmbi;
TIICEBIOTUIIONAPATUPEO3; OCIOKHEHHS.

CUHAPOM HENPABWUJIbHOIO NYBEPTATA Y AEBOYEK
KAK MAPKEP METABOJIMYECKUX HAPYLUEHUIA

MuanoB O.A."? — k.m.H., doyenm, Mypuna E.C.2, "Kmypxun B.B.%,
Oureiinuk /I.A.%2, lyoposckas E.C.2, CmupnoBa C.10.2

" @I'BOY BO Tsepckoii MY Munzopasa Poccuu, Teeps, Poccus
2I'BY3 TO «Knunuueckas demckas bonvHuya Ne2y, Teepw, Poccus

AKTyaJbHOCTB. [lepron ToNoBOro co3peBaHMs SIBISCTCS BaKHOU (hazoi
paszBuTHus yesnoBeka. OT TOro, HACKOJIBKO (PH3HOIOTHUYECKU OH POTEKAET, 3aBH-
CSIT OKOHYATENIFHOE CTAaHOBJICHUE PENPOIYKTUBHBIX (PYHKIHH, (DePTHILHOCTD U
MeTabOoJIMYEeCKUIl CTaTyC BO B3pPOCIIOM BO3PACTE.

Iesnb. BorsiBnenue pacnpocTpaHeHHOCTH HAPYIICHUH IIOJIOBOTO Pa3BUTHUS U
0COOEHHOCTEH TeYeHNs HEMIPAaBUIBHOTO IIyOepTara y AeBOYEK.

MarepuaJbl u MeToabl. VcciienoBanue mpoBoAMIOCH B ABa 3Tana. Ha mep-
BOM 3Tarle IPOBOIUIIACH OLIEHKA MoIoBoro pa3putus (moTanner) y 289 neBouex
9-16 ner mpu podocMoTpe yuaumxcs r. TBepu, Ha BTOpoM — Ha 6a3ze SHAOKpH-
Hojoruueckoro oraeneHust Kb Ne2 npoBeneHo KOMILIEKCHOE 00CIIeI0BaHNE
28 neBoyeKk ¢ HapyLIEHHEM TOJIOBOTO Pa3BUTHSA (IUCMEHOPEs) U SIBICHUSAMHU
TUMEPaHAPOTeHUH (THPCYTHU3M, H30JIMPOBAHHOE ITy0apXe B aHAMHE3E).

Pe3yabrarel. Ha nepBom sTamne mcciieioBaHus HETPaBUIIEHOE TTOJIOBOE CO-
3peBaHue ObUIO BbLABICHO y 76 (26,3%) meBouek. B crpykrype HapyleHui
HanOoJiee YacTo BCTPEYAIHMCh KIMHUYECKHE MPOSBICHHS (YyHKIHOHAIBHOW
runepasaporenun — 50 (65,8%), npuuem yamie HM30JMPOBAHHOE IyOapxe —
35 (46,1%), o cpaBHEHMIO ¢ TUCMeHopeel Ha ¢oHe rupeytusma — 15 (19,7%).
Taxke oTMeUaIrch HapyIIEHHUs MOJIOBOTO Pa3BHTHUS HEIHIOKPHHHOTO MPOWUC-
XOXKJIICHUS (CEMEHHO-KOHCTUTYIIMOHAIBHOE MM COMAaTOTEHHOE), Yalle B BH/C
nucMeHopen 0e3 rupeytusma — 20 (27,6%), peske — 3aepikKa IO0JIOBOTO pa3BU-
s — 5 (6,6%). Ilpn koMIuIeKCHOM 00CIIEI0BAHNH I€BOYEK C aHAPOTCH3aBUCH-
MBIMH HapyIICHUSIMHU ITOJIOBOTO Pa3BUTHUS BBIABISUINCH HEKOTOPBIE 0COOCHHO-
CTH, KOTOPBIE TIO3BOJISLIIM 3AIT0JJ03PUTH pa3BuTHE cuHApoMa llIteitna-JleBenTans

U METa0OIMYECKOTO CHHIPOMA: IPOSIBICHHUS THUIEPTEH3MOHHOIO CHHIPOMA
C TMIOTaJaMUYE€CKMMHU HapyLICHUSIMH, 10 JaHHBIM pEHTreHorpaduu ueperna
(ycusneHune najabLeBbIX BAABICHUN M COCYAMCTOrO PUCYHKA, YIUIMHEHNE 3yOL0B
IIBOB M NPUIIOBHBIH CKJIEpPO3), TPAaHCKpaHUAIbHON HelipocoHorpaduu (yBeiu-
YEHHE Pa3MEpPOB LIMPHUHBI JKEJIYAOUKOB), OCMOTPA INIA3HOTO JHA (aHTMONATHS
cerdatkn) — 24 (85,7%). Y3U mmToBuIHOM Kene3bl BEIIBIIO ¥ 45 (59,1%) ne-
BOYEK-IIOJPOCTKOB, NMEIOIUX HAPYILICHHS ITOJI0BOTO pa3BuTHs, 1uddy3HYy!O ee
runepriasuo. Hagano dopmupoBanus nonukncTosa suaHUKoB y 14 (50,0%) un
runomiasuu Matku y 12 (42,9%), no naHHBIM yabTPa3ByKOBOIO HCCIIEIOBaHUS
OpPraHoB MaJIoro Ta3a, MOATBEP)KIAIUCH YBEJIMUCHHBIM CyMMAapHbIM 00bEMOM
smaHIKoB Oosee 10 mi (14 — 50,0%) ¥ TOBBIIEHHBIM STHYHUKOBO-MATOYHBIM
uHaekcom Oomnee 2,5 (18 — 64,3%). Y Bcex ManMeHTOK ObLT MOBBIIICH YPOBEHb
HAI'3A-C, u4ro yka3bpIBaj0 Ha MHTECHCUBHBIN aJIpE€HANIOBBIN CTEPOUIOTEHE3. DTO
COIIPOBOKIAJIOCH TMIIEPUHCYIMHA3MOM M N3MEHEHUEM HHIIEKCOB HHCYJIMHOPE-
sucteHTHOCTH HOMA 11 CARO y 16 (57,1%) neBouek u runep/auciunuaeMu-
eity 10 (35,7%) manueHToK, 4TO yKa3blBajlo HA Pa3BUTHE MHCYINHOPE3UCTEHT-
HOCTH U aT€POTCHHbIE CABUIH B JIMITUIHOM CIIEKTPE.

3akurouenne. BrisiBneHa Oonblas pacpoCTpaHEHHOCTh HapyIIEHUH To-
JIOBOTO Pa3BUTHsSI y JIEBOYEK, YTO, HECOMHEHHO, OKa)KET HETaTUBHOE BIIMSTHHE
Ha PENpoAyKTHUBHYI (QyHKIMIO U (QepTHwibHOCTE B Oyayiiem. OcoOeHHOCTH
TEUeHHs HEKOTOPBIX (JOpM HEMPaBHIBHOTO MyOepTara yKa3bIBalOT Ha yTrpo3y
PasBUTHUSL TSHKEIBIX META0O0IMYECKUX HApyLUICHHH W 0OOCHOBBIBAIOT HEOOXO-
JUMOCTH HEMPEPBIBHBIX MPOPUIAKTHYSCKIX MEPOIIPUSATHIA, HAPABJICHHBIX Ha
NpEAYNPEKICHUE OKUPEHHSI, TUIIEPUHCYIMHU3MA, HHCYITHHOPE3UCTEHTHOCTH,
NPEKIEBPEMEHHOTO aTepOCKIIepPO3a U caxapHoro nquabdera 2-ro TUMa.



OCOBEHHOCTU MUKPOBWNOTbI CYBIMHIMBAJIbHOU
BUOIMJIEHKW Y NOAPOCTKOB C CAXAPHbIM AMABETOM
1-ro TUMNA

HuanoB O.A. — k.m.n., doyenm’, 3axapoBa H.B. — 0.m.1., npogheccop?,
Mopo3sosa H.C. — 0.m.1., npogh.®, lllepoakoBa M.M.3

'@I'BOY BO Tsepckou MY Munsopasa Poccuu, Teepw, Poccus

@I'BOY BO Capamosckuil 20cy0apcmeeHHbiil MEOUYUHCKUL YHUBepCUnmen
um. B.HA. Pazymoscxozo, Capamos, Poccus

SOIAOY BO Ilepsviti MTMY um. U.M. Ceuenosa Munzopasa Poccuu
(Ceuenosckuii Ynusepcumem), Mocksa, Poccus

AkTtyaasHocTh. Caxapaeiii auadet 1-ro tuma (CI[1) IpuBOANT K TSHKETHIM
OCJIO’KHEHUSIM, KOTOPbIE, B CBOIO OYEPE/ib, MOBBIILAIOT PUCK PA3BUTUS BOCHAIIM-
TENBHBIX U JECTPYKTUBHBIX M3MEHEHUH. YCTAHOBJICHO, UTO CYLLIECTBYET ABYCTO-
ponHsist cBa3b Mexxay C/11 u 3a0oneBaHusIMH TTApOAOHTA, TIPH KOTOPOH TTOBBIIIIA-
eTCsl PUCK PA3BUTHS BOCTIAIMTEIBHBIX 3a00JIEBaHUM M, HA00OPOT, BOCIIAJICHHE
[ApOIOHTa HETaTHBHO BIUSET HA IIMKEMUYECKUH KOHTPOJb. XPOHHYECKAsS
MH(EKIMs NpY BOCHATUTENIBHBIX 3a00JIEBAHUSX MApOAOHTA COIPOBOXKAACTCS
JUCOMO30M MHUKPOOMOTHI TOJIOCTH PTa U CTAHOBHUTCSI MCTOYHHUKOM AHTHICHOB
KaK Ha MECTHOM, TaK M Ha CHCTEMHOM ypPOBHE. DTO NPUBOIUT K HAPYLICHUIO pe-
TYJSIIMU U Pa3pelleHus] BOCIANINTEIbHBIX peakuuil. B Hactosiee Bpems ponb
JcOaKkTepro3a Ha ypOBHE MUKPOOHOW OMOIUICHKM MapOJOHTa paccMaTpuBacT-
Csl KAK YYaCTHHK Pa3BUTHS CUCTEMHBIX ayTOMMMYHHBIX PEAaKLHUH, CBI3aHHbBIX CO
CIOCOOHOCTBIO MTAaTOT€HHBIX OaKTEpUi MapOIOHTa BBI3bIBATH aKTUBALMIO MeXa-
HU3MOB ayToMMMYyHuTeTa. IIporeccsl, mocpeacTBOM KOTOPBIX MPUCYTCTBUE Ia-
TOTE€HOB TIOJIOCTH PTa HAPYIIAET PETYISLUI0 CHCTEMHOTO MMMYHHOTO OTBETa Y
JroAeH, IpeapacoIoKeHHbIX K ayTOMMMYHHTETY, TONBKO HAUMHAIOT U3y4aThCs.

Heab. YcTaHOBUTH OCOOCHHOCTH COCTaBa MUKPOOUOTHI CYOTHHTHBAILHON
6uoruieHku y moapoctkoB pu CII1 u ompenenuTs CTaTUCTUYECCKH 3HAYUMBIC
3HA4YeHUs ToKa3aTesled OTKIOHEHUS OT HOPMBI.

Marepuanabl u MeToAbl. B ccinenoBanuu npuHsiian yuactue 60 nogpoct-
k0B 12-17 net ¢ C/{1, monyyaromux HHCYIUHOTEPANUIO MyTEM MHOTOKPATHBIX
MHBEKIUH MHCYJIMHA WIHM TOMIIOBYIO TEPAIHUIO, Uil CAMOKOHTPOJS YPOBHS
IVIIOKO3bI MCIIOJIB30BAIKMCh ITIIOKOMETPbI W/MIIM CUCTEMbl HEIPEPBHIBHOTO MO-
HUTOPHHIA INIOKO3bI. [ pynmy cpaBHeHus coctaBuin 60 moapocTkos 6e3 00-
e COMaTHYeCKOW MTaTOIOTHH (YCIOBHO 3/I0POBBIE /IETH) B Bo3pacte 12-17 merT.

OIeHKY COCTOSHUSI TApOJIOHTA MPOBOJIMIM C TOMOIIbIO MapOJOHTATBLHOIO
naaekca PMA; mukpo6uotsl — metonom ['X-MC (o OcuroBy) u aHaIn30M
Ha MapOJIOHTONATOTCHEI.

Pesyabrarel. B 85% ruruena monoctu pra y noapoctkoB ¢ CJ{1 cocraBuia
1,7-2,5 GanoB, 4TO yKa3bIBaeT Ha «ILUIOXYIO» OICHKY; B 15% ciyuaeB — Ooliee
2,5 Gasta WM OLIEHKA «O04YeHb Tuioxas». [IpoueHTHBIN ypoBeHb HHAeKca PMA y
noapoctkoB ¢ CJI 1-ro Tuna coctasun 67,8 = 1,09%, B rpymrie cpaBHeHus — 33,7
+2,86% (p<0,01). ITo pe3synsraram ananuza [’ X-MC (1o OcurnoBy) y HOIpOCTKOB
¢ C/1 1-ro Tuma oTMeYaIoch CTATUCTHYECKN 3HAYMMOE KOJIMYECTBO MUKPOOpra-
HI3MOB (B KKu/T): Actinomyces spp —251,7 [58,0; 421,3]; Moraxella spp — 182,2
[21,3; 259,8]; Staphylococcus aureus — 1656 [392; 2173]; Bacteroides spp — 953,5
[159,7; 1353,5] u nmpoxoxenonodusix rpudos (C.albicans) — 3062,7 [2053,2;
4166,3]. AHanu3 Ha MapOAOHTOMATOTEHBI MOKA3all HAIWYKHE 6 MITaMMOB OakTe-
puii: Porphyromonas endodontalis BeisiBiien y 44%, Porphyromonas gingivalis
y 22%, Treponema denticola 33%, Prevotella intermedia y 11%, Fusobacterium
nucleatum y 66%, Tannerella forsythia y 55% nanuenTos.

3akuouenue. [loxydeHHble pe3ynbTaTbl CBUACTENBCTBYIOT O HATMYMH Ta-
POAOHTONATOI€HHOW MHUKPOOMOTHI y MALMEHTOB MOAPOCTKOBOIO BO3pacTa ¢
CJl 1-ro Tuma, uTo TpedyeT pa3paboTKH MEPOTPHUATHH 10 TPO(HIAKTHKE pa3-
BUTHS BOCTIAJINTEIBHBIX U JECTPYKTUBHBIX H3MEHEHUH B TKaHAX IIapOJOHTA.

PEAOKOE COYETAHUE NIEHTUIO C BPOXXAEHHbLIM
N30MMPOBAHHbLIM TMMOrOHAAOTPOINHbLIM
rmnoroHAAnM3mMom, AIMArHOCTUPOBAHHbIM

B MMHU-NYBEPTATE

Kokopea K.JI, x.n.1.'%, BoneBons H.H., 0.m.1.'2

\THI] P® ®I'BY « HMHI] snooxpunonocuu um. akaoemuxa M.1 Jledoeay
Munszopasa Poccuu, Mockea, Poccus

I'BY3 MO MOHUKH um. M.®. Braoumupckozo, Mocksa, Poccust

AKTYyaJIbHOCTb: BPOXKJICHHBINA M30JIMPOBAHHBIN TMIIOTOHAJOTPOIHBINA TUIIOTO-
Ha3M — opaHHOE 3a00eBaHne, ¢ YacTOTOM BcTpedaeMocTd 1 Ha 4415 mo 1 Ha
15000. Cpean ManmsaukoB 3a0oneBanne Berpedaercs 10 10 pas game. OOyciioBieHo
HYKJICOTHHBIMU 3aMeHaMH B Oosiee 4eM 60 reHax, OTBEHAIOIIMX 3a padOTy IMIoTa-
JamMo-runou3apHoO-roHaaHoi ocu. Ilpu poxaeHun 3a0oneBaHIE MOXKHO 3a0[0-
3PUTH [0 HATMYMIO MUKPOIIEHHHN ¥ KpUNTOpXu3Ma. K BO3MOXKHBIM IPOSIBIICHMSIM 3a-



0oreBaHMs CO CTOPOHBI HEPENPOLYKTUBHBIX OPraHOB OTHOCST TYTOYyXOCTb, IOPOKU
Pa3BUTHS TOYEK, CEp/Lia U KOHEUHOCTEH, HapylLIeHne OOOHSHHS, PaCILeIMHY I'yObI
u Heba u z1p. B 3apy0exHOI uTeparype ONHCcaHo COYETaHUE BPOXKACHHOTO TUIIOr0-
HAJOTPOITHOI'O TUIIOTOHAAN3MA C MHO)KCCTBEHHBIMH JICHTHUTO.

Onucanne KIMHUYECKOTo cayvasi: Mansunk, 13 et 8 mec, Ha amOynaropHOM
npueme B HMULL sH10KpHHONIOr MK C %Kajl00aMy Ha 3aJIePXkKKY MOJIOBOTO Pa3BH-
Tusi. Mayibauk oT 1-0#1 GepeMeHHOCTH, MTpOTeKaBIiel Ha (JOHE Yrpo3bl pephIBa-
Hus. Ponbl B Cpok, camocrositenbable. [Ipu poxkaeHnn — Mukponenus. Pazsurue
Ha 1-M rojy >ku3HU — 0e3 ocoOeHHOCTel. TpaBM, onepaliuii He ObLIO, U3 COIYT-
CTBYIOUIMX 3a00JIeBaHHI — JICHTUTUHO3, aJUIEPrUUeCcKhe peakiuu oTpunaet. Lle-
neBoii poct 176,5 cm (-0,5 SD). 3amaxu paznuyact.

B Bo3pacre 7 mecsitieB Mansank 0611 00cnenoBad B HMULL samokpuHOIOTHI
10 1TOBOAY MUKporieHuu. 1o pesynbraram mpoOs! ¢ aHaI0roM FOHaAOTPOIMH-PH-
JIM3MHT-TOPMOHA ObUT MOATBEPXKIICH TMIIOTOHAIOTPOIHBIN I'MIIOTOHAAN3M: MaK-
cuManbHbI ypoBeHb JII' Ha mpobe 1,6 En/n. C nenpio neueHnss MUKPOTICHHN B
BO3pacTe 7 MecsLEB B TEUCHUE 2 MECALEB MPOBOAMIIACH TEpAIUsl XOPUOHUYE-
cKkuM ToHazoTpormHOM 10 250 En 2 paza B Hezmenro: Ha OHE Teparuy OTMeda-
JIOCh YBEJIMYEHHUE Pa3MEPOB MOJIOBOIO WieHa 10 4 CM.

IIpu ocmotpe B Bo3pacte 13 neT 8 Mec poCTO-BECOBBIE XapaKTEPUCTUKU B
npeaenax HopMaiabHbIX 3HadeHui (147,6 cm — 1.8 SD), Bec 37,7 xr (-0,8 SD).
[Tpu ocMoOTpe OTMEYAIOTCsI MHOXKECTBEHHBIE JIGHTUTO — MUTMEHTHBIC TISITHA KO-
PUYHEBO-UEPHOTO IIBETA AUAMETPOM JI0 3 CM B O0NIACTH JIMIIA, TYJIOBHUILA U BEPX-
HUX KOHeuHocTeH. [TonoBrie opranbl chopMUpoOBaHbI PABUIIBHO, TI0 MYKCKOMY
THUIY, KaBepHO3HbIe Tena 4 cM. TanHep 1 siMuku B MoIoOHKe 1o 2 Mi. B ropmo-
HaJIbHOM Tipo(uiie — pomyOepTaTHble YPOBHH MONIOBBIX ropMoHOB: JII' 0.2 En/m,
®CT" 0,7 En/n, Tectoctepon o611 0,6 HMOmb/1. TpOIHbIE HEOCTATOYHOCTH TOP-
MOHOB TUno¢u3a He BbIIBICHBI: TponakTuH 171, T4 cB. 11.4 nmons/n (10.0 —
17.7), TTT 0.866 MExn/n (0.530 — 5.270). I1o pe3ynsratam Y3U opraHoB MOIIOH-
k1 00beM rpaBoro simdka 0,4 mi1, iesoro 0,3 mi1. KoctHeiii Bo3pact Ha 13,5 niet o
arnacy G&P. ['MIIOroHagoTponHelii THIIOrOHAIU3M TTOBTOPHO MOATBEPIKACH TI0
pesynbTaTaM npoosl ¢ aHanorom ['HPT': Mmakcumanbhbiil yposens JII — 1,6 Ex/m.

[Ipn mpoBeneHNN MONEKYIISIPHO-TEHETHYECKOTO UCCIIEIOBAHHS TTaHEJIH TEHOB
«['MMOTOHATOTPOTIHEIA THIIOTOHAN3M» BBISBIIEHA BEPOSTHO MATOT€HHAs HyKJIe-
OTHIHAS 3aMEHa THIIA MUCCEHC B 8 dk30He reHa FGFRI (NM 023110.3, HG38,
chr8: 38421862T>C, c.1016A>G: p.Tyr339Cys), orucanHas paHee B JIUTEpaType
(rs2150755221).

BbIBOABI: MUKPOTICHUS SIBJISIETCS] ONHUM U3 «KPacHbBIX ()IaroB» BPOXKICH-
HOTO H30JINPOBAHHOTO THMIIOTOHAJOTPOIHOIO runoroHannsMa. IIposenenue
npoOs ¢ aHanmorom 'HPT" B meprone MuHH-IIyOepTaTa MOKET UCTIONIb30BATHCS B
JMarHOCTHKE 3a00J1€BaHusL, YTO MO3BOJISICT HE TOJIBKO YCTAHOBUTH IPHUUHY MH-
KPOIICHUU B PAaHHEM BO3pAaCTE U HA4aTh €€ JICUEHUE, HO U BOBPEMsI HHULUUPO-
BaTh TEPAIHIO TECTOCTEPOHOM HIIN aHAPOT€H-CTUMYITHPYIOIUMH ITpernaparaMu
Ha TIOCTOSTHHOM OCHOBE B CpEHME CPOKHU Hadara mybeprara (11-12 et y Manms-
qiKOB). TakKe JaHHBIN KIMHUYECKUH ciTydail IpeicTaBisieT epBOe ONMUCaHne
B OT€YECTBEHHOM JIUTEPATYPE COUETAHUSI BPOKIECHHOIO U30JIMPOBAHHOTO THII0-
TOHAJOTPOIIHOTO TUIIOTOHANNU3MA C JICHTUTHHO30M, YTO, BO3MOXKHO, SIBISIETCS
OJHUM M3 PEIKUX HPOSBICHUI 3a001€BaHMsI CO CTOPOHBI HEPENPOAYKTHUBHBIX
OpraHoB.

KamoueBbie ciioBa: FHHOFOHaZ[OTpOHHI:IfI runoroHajansm, TECTOCTCPOH, I'u-
noria3usa AU4YCK, JICHTUTO

TEPAMUA NMUPATNYTUOOM MOPBEUOHOIO OXKUPEHUSA
C METABOJIMMECKUMWU HAPYLLEHUAMM Y PEBEHKA
C NCEBOOIUMNONAPATUPEO3OM 1A TUMA.
KIMMMHUYECKUN CNYYAN

Mudraxoa A.M. — k.m.H.
Meouyunckas accoyuayus «300posoe noxonenuey, Mockea, Poccus
I'BY3 MO «/{lomooeodosckas bonvhuyay, /Jomooedoso, Poccus

Brenenue. [Icenorunonaparupeos la tuna (I1I'TI1a) — penkoe sHIOKpUH-
Hoe 3aboneBanue. Metabonmueckue Hapymenus npu [1I'TI1a cBs3ans! ¢ Trmep-
(darveil ¥ HU3KUM PACXOJ0M SHEPTUH B MOKOE.

Kaunuyeckuii mpumep. Mansank A. (6 1et) HabIromaeTcs y 9HI0KPHHOIIO-
ra ¢ 4 mec. B Bo3pacre 1,5 rona Ha ocHoBaruu odcienoBanus (penorun HOO,
PE3UCTEHTHOCTh K MaparopMoHy ¢ HapyuieHueM (HocpOpHO-KaIbIIUEeBOrO 00-
Mmena) nocrasieH auarHos [1I'T11a, naznauen anbdakansuumon, JI-tupokcun. B
4,5 rona nuarno3 [1I'TI1a moaTBepkAeH MOJIEKYIsIpHO-TeHETHYeCKH. J[nHaMuKa
Beca: 1,5 roga — 21 xr; 2 roma- 24 xr; 4 .- 34,7 x1; 5 net- 38 kL.

B 5 net 8 mec. nanpasnen B ®I'bY «HMUL annokpunonorum» Mun3apasa.
Poct 107,7 cMm, Bec 41,2 kr, UMT=35,5 kr/m2, SDS UMT =+4,1. Pe3ynbrars
obcnemosanus oT 07.2024 1. BEIIBWIIN: TUCIHNTAIEMHUIO (B CKOOKaX — pedepeHc-



ueie 3HadeHus ): JITTHIT 3,09 mmomns/ (1,1-3,0), JITIBIT 0,76 Mmvons/i (0,9-2,6),
tpurmunepunst (T1) 1,9 mmons/n (0,1-1,7), naaexc areporennoctu (MA) 5,18
(mo 3); MHCYTUHOPE3UCTEHTHOCTh: IIPH OPATHHOM ITIOKO30TOJICPAHTHOM TECTE
(OI'TT) uncynuu Haromak 16,2 MKe/MII, TIIFOKO3a HATOIIAK 4,3 MMOJIB/JI, TJIFO-
Ko3a vepe3 2 ywaca 7 mmonb/n, Karo 0,27(>0,3), HOMA 3,1(<3,2); cuanpom
obctpykTuBHOTO armHod cHa (COAC) cpemHe cTerneHn TSHKeCTH (MHIACKC altHO-
strunonnod (MA) 9,7 snmzonos/4ac). ¥ namnueHTa COXpaHseTcs TUIepIapaTH-
peos (maparropmoH (I1I') 160 nir/mn (15-65) u runotupeos (THPOKCHH cBOOOI-
ueiii (T4cs.) 11,1 nmons/n (11,5-20,4), Tupeorpomnnsriii ropmos (TTD) 3,7MEn/n
(0,64-5,76)). C 11enb0 CHUKEHUS TEMITOB TIPUOABKH MAaCChl Tela 10 PEIICHUIO
Bpa4ueOHOM KOMHUCCHH U COTJIACHs MaTepH MalleHTa, HayaTa Teparus JTUpariy-
tujoM. JledeHue: nueTa; COONIOCHUE pexuMa JIHs; albdakaabipmoi 0,75 Mxr/
CYT; JIeBOTUPOKCHH Hatpus 37,5 Mkr/cyt; nuparmytu 0,6 MI/CyT MOAKOXKHO
(n/x), co 2-o#t Henenu 1,2 mMr/cyT/m/k.

[Ipu BeImUCKe ocHOBHOM auarHo3: [T TI1a: pe3ucTeHTHOCTH K mapaTropMo-
HY, MOpPOHUIHOE TIporpeccupyroiiee oxxupenue. OcnoxueHus: Jucmunuaemust.
COAC cpenneiil crenenn Tsxkectu. ComyTcTByromue: Tunorupeos. Tunep-
Tpous anenonmoB. KoHTponb depe3 6 MecsieB MO MECTY KHUTEIbCTBA, BEC
37,4 xr (- 5kr), UMT=25,97 kr/m?, SDSumMT==+3,81. Pe3ymsrarsl 00CIeTOBAHUS:
JITHIT 2,09 mmoms/a, JIIIBIT 1,1 mmons/nm, TT" 0,92 mmons/a, UA 2,64, OI'TT:
WMHCYIMH Haromak 10,7 MKen/mil, TirOKo3a Haromak 4,7 MMomb/i (4/3 2 yaca
6,2 mmonb/ir), Karo 0,44, HOMA 2,23; I1I" 140 rir/mi; T4 cB. 14,1 mvomns/im, TTI
3,0 mEn/n. Kapnuopecnuparopusiii Moautopuar MA 4 stuzonos/gac (COAC
JerKoi crenenn). B manubiii MoMeHT ocHOBHOU amarHo3: [1I'TI1a: pe3ucrent-
HOCTh K NApaTrOPMOHY, MOPOUJIHOE OKHPEHUE C TOJIOKUTEIBHON TUHAMUKOH.
Ocnoxuenus: COAC nerxoii crenenu Tskect. ComyTeTByromue: ['mnotupeos,
komrieHcarus. [umeprpodust anenonaos (turanosas ageHoromus 03.2025 ).

Pesyabrarsl. [Ipu komiuiekcHo Tepanuu y nanuenTa 6 set c [II'T11a ¢ nu-
pantyTHIoM B cTapToBO# mo3e 0,6 Mr/cyT/m/k ¢ yBemmueHuem 1o 1,8 mr /cyT
n/k 3a 12 mec. HocTUTHYT perpecc Metabonndeckux Hapymennid, COAC, kop-
PEKIUS MUIIEBOTO MOBEACHNS U Beca. PEKOMEHI0BaHO MPOIOIKUTH TEPAITHIO
B 110100paHHOM 00BbEME C MOHUTOPHUHTOM BO3MOYKHBIX OCJIOKHEHHUN Teparu.

Ha ¢one tepanuu uepe3 12 mecsier B Bozpacte 6 jieT 6 mec. (utoiab 2025 1)
poct: 125 em, SDS pocra: +1,8 Bec: 36 kr, UMT: 23,04 xr/m?, SDS UMT: +3,3-
MOJIOXKHUTENbHAs quHaMuKa. [lokazaTenu >kupoBoro oOMeHa mpunui B pede-
peHCHBIC 3HaueHMs. JIaHHbIC KIIMHUKU W T1a00paTOPHBIX MOKa3areyiel roBOpsIT

0 TIOJIOKUTETHHOM JMHAMUKE ¥ 3PEKTUBHOCTH MPUMEHEHUS MpenapaTa Jinpa-
mryTHI (OHIUTPHS) Y TAalieHTa 6 JeT ¢ MopouaHbIM oxupennem mpu 1111 a.

3akawyenne. B kmuHIUeckoM puMepe mpescTasieHa 3PPeKTHBHAS METU-
KaMEHTO3Hasi KOPPEKIHMs META00IMYECKUX HAPYIICHUH y MallieHTa ¢ OXKUpe-
uueM nipu [1I'T11a. HeoOxoqumo nanpHEIIee n3ydeHne TpUMEHEHIS aHAJIOTOB
[JTFOKarOHOMO00HOT0 MenTH Ia-1 B Teparuyu COMaTOreHHOTO MOPOUTHOTO OXKHU-
peHus y nereit no 12 ner.

KPUTEPUN U3ONTMPOBAHHOIO TEJIAPXE Y AEBOYEK NEPBbIX
TPEX JIET XXU3HU

Opemkuna E.M., [Ibu1aeB T.E. — k.0.1.,

Paiiroponckas H.FO. — 0.m.1., doyenm

@I'EOY BO Capamosckuil 20Cy0apcmeeHmblll MeOUYUHCKULL YHUBSEPCUMem
um. B.U. Pazymoscroeo, Capamos, Poccus

AkTyanbHocTh. M3omupoBannoe temapxe (MT) — gacras nmpuumaa obpa-
HIEHUA K SHIOKPUHOJOTY JUISl MCKIIIOUEHHUS HMCTHHHOIO MPEXKAEBPEMEHHOIO
nosoBoro passutust (I11P). YV neBouek paHHero Bo3pacTa Telapxe yarle BCero
SBJISICTCS MIPOSIBIICHUEM (PU3HOJIOTHUECKON TPaH3UTOPHOM aKTHBALIMM THUIIOTa-
nmamo-runodusapuo-ronagaoit ocu (I'TTO) — muan-ydepTara. Ha ceromgmsmi-
HUH J€Hb HET YeTKUX KPUTEPHUEB MPOJIOJDKUTEIHHOCTH U YPOBHS TOBBIIIEHUS
TOHAIOTPOIHBIX TOPMOHOB Y JIEBOYEK, B CBA3H C UeM auddepeHraibHas -
artoctuka Qusnonorunueckoil Tpanzutoprnoit aktusauuu ['TTO ¢ ncTuHHBIM
[IITP B mepuon MUHU-TIyOepTaTa SBISETCSA aKTyaIbHOH 3a/1a4ei.

Heanb ucenenoBanus. OnpeneauTs KPUTEPUU U30JTUPOBAHHOTO TEIapxe Je-
BOYEK JI0 3 J€eT.

MarepuaJnbl 1 MeToAbl. OCHOBHYIO IPYTIITy COCTAaBMIIU 55 TOHOIIIEHHBIX Jie-
Bouek ¢ UT B Bo3pacte oT 2 mecsieB 10 2,5 JeT, rpyniny KoHTposs — 30 moHo-
HICHHBIX JIEBOYEK TOro ke Bo3pacta 06e3 UT. B obcnenoBanue BXoauia oLeHKa
(hM3IYIECKOTO U TTOJIOBOTO PAa3BUTHS, OTpeaesicH e KocTHOTro Bo3pacrta (KB), Y3
MAaTK{ U SSMYHAKOB, TOPMOHAIBHOE MCCIIE0BAHNE CRIBOPOTKY KPOBH C OIpesieie-
HUEM YPOBHS JiroTenHu3upytoiiero ropmona (JII'), dommukynoctumysupyrorie-
ro ropmona (PCT’), actpanuona, antumromieposa ropmona (AMI). /leBoukam
¢ onepexxerrem KB u JI[™>0,3 npoBoamiack npoda ¢ aHaJIOroM roHaI0TPOIHH-
pumusuaT ropmona (I'H-PI) ast nckrogenus ronanorponuazasucumoro TT1P



Pe3syabrarsl. [Ipn ocmoTpe nokasarenyn GpU3NYECKOro pa3BUTHS y HalUeH-
ToK ¢ UT He omnmyanuck OT nokasareneil KOHTpoJIbHOHM rpymisbl. [Ipu onenke
MIOJIOBOTO Pa3BUTHS 110 TaHHEP MOJIOUHBIE JKEJIE3bl COOTBETCTBOBAIN 2 CTAAUU
y 86% neBouek, 3 cranun 'y 14%. I1pu onenke KB yckopenne Ha 1-2 roza BbIsSB-
JeHo y 24% malyeHToK, y ocTalubHbIX AeBodek KB cooTBeTcTBOBaN BO3pACTYy.

[To pesynasraram Y3U pazMepsl MaTKu U 00beM SSIMIHUKOB Y ieBouek ¢ UT ve
OTIUYAJIUCH OT IOKAa3aTeJIell KOHTPOJIbHOU I'PyNIibl. bOJBIIMHCTBO MALUEHTOK
uMenu 2-3 GoIHKya B [ojie CKAaHWPOBaHUs, IPU 9ToM Y JieBouek ¢ UT pazmep
¢dommukynos — 4,0 [3,0; 6,0] MM ObUT TOCTOBEPHO OOJIBIIIE, YEM Y JACBOYCK O3
UT (p=0,011).

o pe3ymbraram ropmoHanbsHOTO 00cienoBanus yposau OCI" u actpamnona
B 2,5-3 pasa mpeBbIany MoKa3aTelld KOHTPOJIBHON TPYyTITBl. YPOBEHb 0a3alb-
Horo JII' 6onee 0,3 En/n umenn 30% nesouek ¢ UT. Ilpu ananuse pe3ynsraTtoB
npoOsl ¢ I'H-PI" y 46% neBouek ypoBeHb cTuMmyauposaHHoro JII' 6wt Oonee 6
ME/n, pu aTom ypoBens OCI' 3HaunTensHO ipeobianan Han JII, cooTHOmIeHNE
JIT/®DCT cocrasuno 1/9,5.

Ypoeenb AMI"y neBouex ¢ UT — 2,44 £ 1,3 [1,72; 3,16] Hr/mi1 ObLT TOCTOBEPHO
HIDKE KOHTPOJIbHOM rpymmbl — 4,2 + 2,18 [3,04; 5,37] ar/mn, p=0,007, 40 MOXXHO
OOBSICHUTH YBETMICHUEM Pa3MepoB (DOJLTHKYIIOB B MIEPHOJ] MUHH-TTyOepTaTa.

JnHaMuyeckas OLEHKa MMOKa3aTeed MoJI0BOro pa3BUTUs y 15 mauueHTok ¢
UT npoBonunack B Teuenue 1-1,5 net. Perpecc tenapxe B Bo3pacte 3-4 J€T BbI-
SBJICH y 5 A€BOYEK, YMEHBIIEHHE UM OTCYTCTBUE IPOIPECCUPOBAHUS TeJIapXxe
y 10. ¥V Bcex neBoueK OTCYTCTBOBAJIO YCKOPEHHE POCTa M KOCTHOI'O BO3PAcCTa,
SDS ckopoctu pocra 0,3 [-0,15; 0,99]. IIpu oneHKe ropMOHAIBHBIX ITOKa3aTe-
Jeil B AMHAMMKE OTMEYaJIOCh CTAaTUCTUYECKU 3HAYMMOE CHIDKEHHE 0a3aibHO-
ro yposus JII' (p=0,005), 6azansroro ®CI" (p=0,03) u scTpaauona (p=0,038).
TenpeHIMA K perpeccy KIMHUYECKUX U TOPMOHAJIBHBIX [T0Ka3aTeleH 0JI0BOr0
pa3BuTUs N03BoaMIa UCKIOUUTh TTITP.

3akmouenne. Kputepusmu UT B nepron MuHH-myGepTaTa MOKHO CUHUTATh
OTCYTCTBHE YCKOPEHHS pOCTa U KOCTHOTO BO3pacTa, CHUXKeHHe ypoBHI AMI,
MOBBIIICHNUE 0a3aJIbHOTO M CTUMYJIUpoBaHHOTO ypoBHs DCI B 2,5-3 pa3a oTHO-
CHUTEJBHO JIEBOYCK KOHTPOJIBHOW TPYMIIbI, MpeoliagaHue CTUMYINPOBAHHOTO
OCI orHocuTensHo JII.

Perpecc KIMHUKO-TOPMOHAIBHBIX MTOKa3aTelNel IMOJIOBOTO Pa3BUTHS B TIPO-
[ecce JMHAMUYECKOTO HAOIIONEHHUS TTO3BOIAET UCKIIFOUNTEL nctuaHoe [1ITP.

AWATJIOI SKCNEPTOB. MPAKTUYECKUE ACMNEKTbI
MHCYINUHOTEPAINWUN B AMBYJIATOPHbIX YCITOBUAX

Merpsiikuna E.E.' — 0.m.1., npog., Buredekas A.B.> — k.u.H.,
Kypranosuu A.B.> Marsix U.B.*

'PIIKB — ¢unuan @IrA0Y BO PHUMY um. H.H. ITupozosa Munzopasa
Poccuu (Ilupocosckuii ynueepcumem), Mockea, Poccus

@IAOY BO Ilepgviii MITMY um. U.M. Ceuenosa Munzopasa Poccuu
(Ceuenoeckuii Ynusepcument), Mocksa, Poccus

STBY3 «IT'TI Nel25 JI3M», Mockeéa, Poccus

‘I'BY3 «JI'TI Nel104 J3M», Mockea, Poccus

WNucynuHOTEepanus y neteit u moJJpoCTKOB C CaXapHbIM IUa0eToM 1-ro Tumna
(CH1) mpencraBisieT onpeneaEHHbIC CIOKHOCTH U3-3a HEOTHOPOIHOCTH ITHX
MAIIEHTOB U X 00pasa »KU3HH, YTO MPUBOIUT K HEMPEACKA3yeMOCTH YPOBHEH
IJTIOKO3bI KpoBU. CBepXUIMTENbHBIA Oa3zaibHbI MHCYANH aertynaek (Tpecu-
6a®™) croco0eH CMATYUTH HEKOTOPBIC U3 OTUX MPOOJIEM, MPEXK/Ie BCEro U3MEH-
YUBOCTh JCHCTBHs 0a3albHOTO KOMITOHEHTa WHCYIMHOBOW TEpanuH M CBS-
3aHHBIC C OTUM PHUCKHU T'UII0- U FHHepFHPIKeMI/Iﬁ. OI[HaKO HHHTGHBHBIﬁ nepuong
IMOJTYBBIBEACHHNA MHCYJIMHA ACTIIYJICK U PABHOBCCHAA KOHLUCHTpAaIUs, 10CTUT A~
eMasi Ha 3-M CYTKH, MOTYT CO3/IaBaTh HOBBIC CIIOKHOCTH. PaboTa ¢ mHCynu-
HOM JICTITyZIeK TpeOyeT WHOTO TIOJIX0/Ia IT0 CPAaBHEHUIO C IPYTHUMH 0a3aTbHBIMHU
WHCYJIMHAMU y JaHHOW HENpPOCTOM MalMeHTCKOW Tpyrmibl. I yuuThca 3TOMY
nonxoxy HeoOxomumo, Tak Kak kommanusi HosoHopauck B ampene 2025 roga
YBEJIOMUIIA BCE PETYIIATOPHBIC OPTraHbl O MPEKPALICHUH TPOU3BOJICTBA IIperia-
para Jleemup® (MHCYJIUH AETEMUP) C OCTETIEHHBIM U3bITHEM M3 0OpaIIeHUsI
B mepuoa 10 2028 roma. Pemenne KOMIaHWU SBISIETCS YacThIO TI00aIbHOM
CTPATCTU U HAIIPABJICHO HA paCIIMPEHUC NOCTYIIa MallMCHTOB K MHHOBAIIMOH-
HBIM WHCYJIMHAM TIOCJICJTHETO MOKOJICHUS, YTO OTPaXKaeT IMepPCOHATU3UPOBaH-
HBII Toxo/ K Teparnuu CJ1, v He SBIseTCs pe3ylbTaToOM KaKuX-JIH00 MpodiieMm,
CBSI3aHHBIX C 0€30TacHOCTHI0, Y3P(HEKTHBHOCTHIO WIIM Ka4eCTBOM TIperapara.
st oGecriedenns MIaBHOTO Tepexojia MalrueHTOB Ha albTePHATUBHBIC TIpe-
naparbl, KOMIIaHUS IPOCUT YYUTHIBATh 3Ty HH(OPMALNIO MPH TUIAHUPOBAHUT
WHCYJIMHOTEepanuu ¥ (OPMHUPOBAHUH JIEKaPCTBEHHOW morpedHocTH. [Ipouns-
BOZICTBO MHCYMHA Tpecn6a® (MHCYIHMH AeTIyaeK) OyIeT yBeanIeHO.

Iens quanora skcnepToB Ha cumno3uyMe komnanuu Hoso Hopauck — npo-
BECTH Bpadell yepes CepHio KOPOTKUX KIMHUUYECKUX IPUMEPOB MPAKTHUECKO-



TO HMCITOJIb30BaHUsI MHCYJIMHA JIETIY/ICK U JaTh OTBETHI Ha CIIOKHBIE BOIIPOCHI:
HYKHO JIM JIETCKUM SHJAOKPHHOJIOTaM pa30upaThbcsi U YUUTHIBATh OCOOCHHOCTH
(hapMakoAMHAMUKH WHCYIIMHOB; HY)KHO JTH OOSThCSI HAJIOXKEHUS dPPeKTa U KaK
CJIEJICTBHE — TUIONTMKEMHUH TIPH MCTIONIb30BaHUH CBEPXJIUTEIIEHOTO HHCYIUHA
B JICTCKOM MTPAKTHUKE; KaK 0€301acHO CTApTOBaTh C MHCYJIMHA JCTIYACK; KaK Ipa-
BUJILHO THTPOBATh; YTO JIeNaTh, eciu HykHO 0,5 Ex. mHCYnMHA; Kak mocTynars,
€CJIM TUIOITIMKEMHMsI BO3HMKJIA B IEPBbIE JHU IOCJIE€ HAa3HAUYEHUS HHCYJIUHA
JIETITyIeK; 0COOEHHOCTH TepPeBO/ia Ha MHCYINH ACTIYACK C OPYyTuX 0a3albHBIX
WHCYIIMHOB M C IIOMITIOBOWM HWHCYJIMHOTEPAINNU; MOYKHO JIM BBOAHUTH CBEPXUIN-
TEBHBIN WHCYIIMH JIETSIM B pa3HOe BpeMsi; 0€30TaceH JIn CBePXUTHTEIbHBIN
WHCYIIUH y JIeTel ¢ [uabeToM pa3Horo BO3pacTa — OT MAJIBIIIEH 710 ITOAPOCTKOB;
peanbHa JIM pa3Hasi MOTPeOHOCTh B MHCYJIMHE U HYKHO JIM OOSIThCSI (JEHOMEHOB
«YTpEeHHEH W BeUepHeH 3apu» Ha CBEPXUTMUTEIHHOM HHCYIHHE; €CTh JTH HyTPHU-
UOJIOTUYECKHE 0COOCHHOCTH Teparnuu HHCYITUHOM JETIyIeK; GU3nUeCKue Ha-
TPY3KH U JEeTIIyAeK — HAJ0 JIM CHUXKATh 7103y 0a3aIbHOTO HHCYJIUHA.

OTBeTHI Ha 3TH BOIIPOCHI U B IIEJIOM MPAKTUYECKAs] HAIIPABIEHHOCTh CUM-
MO3UyMa CHUMYT OCHOBHBIE CTpaxu M Oapbepsl U MOMOTYT MOHATh, KaK YHU-
KaJbHBIM (hapMaKOKMHETHYECKUH MPO(UIb WHCYIMHA ACTIYIEK IOMOraeT B
PEIIeHNH IUPOKOTO CIIEKTpa MpoOIeM, ¢ KOTOPBIMU CTAIKMBAETCS 3Ta CIIOXK-
Has TpyMIa NanueHToB.

AXOHAOPOMNA3UA. COBPEMEHHbBIE BO3MOXHOCTU
MATOrFEHETUYECKOW TEPAMUU. ONbIT
MHOIornPO®UIIbHOIro CTALUMOHAPA

Merpsaiikuna E.E.'>3; Boponuosa WU.T. '3

'PIIKB — punuan @IrAOY BO PHUMY um. H. 1. [Tupoeosa Munzopasa
Poccuu, Mockea, Poccus

’I'BY3 «Moposoeckas ]I’ KB J[3M», Mocksa, Poccus

SOIAOY BO PHUMY um. H. 1. IMupocosa Munzopasa Poccuu, Mocksa,
Poccus

Hean uccaenopanusi: ONEHUTHh pe3yIbTaThl MATOTEHETHUECKOW TepaITHH
3a mepuon ¢ 2022-2024 rr. y netei ¢ AMarHo30M axOHIPOILIa3us B BO3PaCTe
oT 2 1o 14 mer.

Benenne: Axonapomiasus (MKB-10: Q77.4) — naubonee gacras Gpopma
CKEJICTHOM IMCIIIa3uM, TUI HACJEeIOBaHMSA ayTOCOMHO-IOMHMHAHTHBIH. Pac-
npoctpaHéHHOCTh cocTaBisAeT 1:25000-30000 HOBOPOXKICHHBIX.

B 1994 rony BeInIa MyOauKanus, B KOTOPOH yTBEPKIaIOCh, YTO T€H, BbI-
3BIBAIOIINI aXOHPOIIa31I0, PACIIOIOKEH Ha KOPOTKOM Iuieue 4-if Xxpomoco-
MBI (4p16.3). B mocnencTBuu ObUIO YCTaHOBJICHO, YTO MMEHHO M3MECHEHHE
rena FGFR3, konupyroiero TpancMeMOpaHHbINA YY4aCTOK perenTopa gakropa
pocta pudpobmacToB 3-ro THMA, TPUBOAUT K THIICPAKTHBAIIMN CUTHAIBHO-
ro nytd MARK (MuToren-aktuBupyemas NpoTeMHKHHA3a) U, KaK CJIEJICTBUE,
HapylIeHUIO XOHJporeHe3za. Hambonee YacThIMM TNAaTOTCHHBIMH BapHaH-
tamu reHa (B 98-99%) ssusrorcs ¢.1138G>A (p.Gly380Arg) u ¢.1138G>C
(p.Gly380Arg). Kpome Toro, ObLI0 OOHApPYkKEHO, YTO MHTHOUPYIOIICE JCH-
cTBUe Ha curHanbHblil myTh MARK okaspiBaeT HaTpuilypeTHuecKuil MenTu
tuna C (CNP), B pe3ynbrare 4ero npoucxXoauT HOpMaau3anus nponudepanun
u 1uddepeHInPOBKH XOHIPOUTOB. DTO MO3BOJIWIO pa3paboTarh maToreHe-
TUYECKYIO Tepamnuio, B 4acTHOCTH, aHaimor CNP — mpenapar Bocoputu.

I[I/IaFHOS AXOHAPOIIa3suAa yCTaHaBJIMBACTCA HA OCHOBAHUU KIIMHUYECKUX U
PEHTTCHOJIOTHYCCKUX IPU3HAKOB C 00s13aTeILHBIM TMOATBEPIKACHUEM C ITOMO-
HIBI0 MOJIEKYJISIPHO-TCHETUYECKOI'O UCCIIEJOBaHUA.

Marepuanbl 1 MeTOAbI: B pesynbrare NpoBOAMMON NMAaTOr€HETHYECKOU
tepanuu 3a nepuoz 2022-2024 rr. moj HAOMIOACHUEM HAaXOIMJIUCh JIETH C
JINaTHO30M aXOHJPOILIa3usl B KOJUYECTBE 84 HWEIOBEK B BO3pacTe OT 2 10
14 net, mpoxuBaromue B peruonax Poccuiickoit @epepanuu. AHaIu3 aHTPO-
MOMETPUYECKUX JAHHBIX MPOBOIUICS HA MOMEHT OYHOTO MpUEMA, a TaKKe
M0 TPEICTABICHHON MEAUIIMHCKON JOKYMEHTAIUu B paMkax cuctembl TMK
Munsnpasa PO.

Pesyasrarbel: Bece netu ¢ axonapomnasueid — 84 yenoBeka — MOIY4YarOT
MaTOT€HETHYECKYI0 TePalMio BOCOPUTUAOM B J03€ 1SMKI/KI Macchl Tena, B
BUJIC €KEIHEBHBIX MOIKOXHBIX HHBEKIMH B TeueHue 2 neT. [Ipu crapre Tepa-
IIUY BCE MALMEHThl UMEJIH BRIPAXKECHHYIO 3aJIePKKY POCTA, TaK y AeBouek SDS
pocta: — 4,32, y mansaukoB SDS pocra: — 4,06. Ha ¢oHe Tepanuu npomomKu-
TEJIBHOCTBIO JBa rOfla OTMEYAETCs NOJIOKUTEIbHA quHaMuka SDS pocra ne-
Bouek: — 3,84, SDS pocra manpunkoB: — 3,5. (p<0.0005). IIpu 3TOM CKOPOCTH
poCTa Kak y AE€BOYEK, TaK M y MAJBUYUKOB 3a BTOPOH I'ox Tepanuu CTaTUCTH-
YECKU 3HaYMMO HapacTaeT OTHOCUTEILHO MEPBOro roaa. Tak, 3a nepBbli rox
Teparnuu CKopocTh pocTa — 4,95 cm/rox; 3a BTopoii — 5,5 cm/rox (p = 0,048).



[Ipu ouenke SDS UMT 3a BTOpoOi roa Tepanuud OTMEYAETCs IJIAHOMEPHOE
ymensIenne nokazarens SDS UMT, npu 5ToM TeMIibl ObUTH OUHAKOBHI (p =
0,982). ITpupocT KOCTHOTO BO3pacTa 3a BTOPOU TOJl OKA3aJCs CTAaTUCTUUCCKHU
3HauuMo MenbIne (p<0,0005).

BeiBoasbi: Takum 00pa3oM, yUUTHIBAs, YTO TIPU JTAHHOM 3a00JI€BaHIH UMe-
€T MECTO HU3KHE TEeMIIbl POCTa, OTCYTCTBHE B IIEPUOA IyOepTara «CKauka» B
pocTe, 4TO B JaJIbHEHIIEM HE I03BOJISET CAMOCTOSTEIBHO 0€3 MEeIUIIMHCKO-
TO BMEIIATEeECTBA JOCTHYb COI[HAIBHO MPUEMIIEMOT0 POCTa, MPEICTaBIIeT-
csl enecoobpa3HbIM Oojiee paHHEee Ha3HAYE€HHE MaTOTCHETHUYECKOl Tepanmuu
BOCOPUTHJIOM JUIsl YIYYIIEHHsI POCTOBBIX MOKa3aTeslel y AeTed ¢ axoHApOo-
mnazuei. C y4éToM MUPOBBIX TEHICHIMH BO3MOKHO PacCMOTPEHHE BOIPOCa
0 BKJIIOUCHHH JAHHOTO 3a00JICBaHUS B CKPUHIHT HOBOPOXKICHHBIX (IIPOBEE-
HUE MOJICKYJISIPHO-TEeHETHYECKOTO HCCIIENOBAHMS TIPU POXKJICHUN peO&HKa ¢
XapaKTEePHBIMH MPU3HAKAMU JUIS 1aHHOTO 3a00JIeBaHUs ), YTO NACT AOMOTHH-
TEeJbHbIE BO3MOXXHOCTH HA3HAUYCHUS MMAaTOTCHETUYECKOH TEpanmuu ¢ paHHEro
BO3pacTa C JaJbHEHIINM HAWIY4YIIUM KIHHAYECKAM Pe3yIbTaTOM M OTCPOYHT
XUPYpPruuecKkoe y/UIMHEHUE Y MPO(UIBHBIX MAIUEHTOB Ha BpPEeMs IOCIe 3a-
KPBITUS 30H POCTa MO KOCTHOMY BO3pacTy, KOrJja pOCTOCTHMYIUPYIOIAs Te-
panus yxe He 3Q(PeKTUBHA.

AETCKAA SHOOKPUHOJIOTMYECKAA CITY>KBA
B MEOAULUMHCKUX OPTAHU3ALUUAX OENAPTAMEHTA
3A0PABOOXPAHEHUA TOPOOA MOCKBbI

Ierpsiikuna E.E."*3, Bopounosa U.I."?

'PIIKB — punuan @IrAOY BO PHUMY um. H.H. [Tupozosa (I[Tupozosckuil
yrusepcumem) Munzopasa Poccuu, Mockea, Poccus

’I'BY3 «Moposoeckasn JJI’KB J[3M», Mocksa, Poccus

SOIAOY BO PHUMY um. H.H. ITupozosa (TTupocosckuil yrueepcumen)
Munszopasa Poccuu, Mockea, Poccus

JleTckasi SHIOKPHHOJOTHYECKAs CIIy’K0a B MEAMIMHCKHX OpPTaHU3AIMIX
JemapramenTa 3apaBooxpaHeHust ropoga Mockssl ([I3M)? oprann3oBaHHas
B 1964 rony, B HacTosiee Bpems paboTaeT Mo clenyolluM OCHOBHBIM HOP-
MaTHBHO-TIPaBOBBIM aKTaM, PEIJIAMEHTHPYIOLIUM OKa3aHHE METUIIMHCKOH 10~
MOIIHX TanuenTam mirazme 18 net mo npopwmito «Jlerckas SHIOKPUHOIOTUS»:

[Ipukaz Muntpyna Poccun ot 29.01.2019 Ne49u «O0 yTBepkIeHUN TIPO-
¢deccuonanpHOrO craHaapra «Bpau — nerckuil SHAOKPUHOIOD» (3aperu-
ctpupoBano B Munrocte Poccun 26.02.2019 Ne 53895);

[Ipukaz Munzapasa Poccun ot 29 oxtsiopst 2024 r. N 5831 «O0 yTBepx-
nennn Ilopsiaka oka3zaHusS MEIUITUMHCKOHN IToMoIH 1o mpodrtio «JleTckas
SHAOKPHUHOJIOTHS»;

®denepanabHble KIMHUYECKHE PEKOMEHIAlNU, OMyOIMKOBaHHBIE Ha caiiTe
Mun3napaBa «PyOpukarop KIMHHYECKHX PEKOMEHOAINI» B paMKax HeT-
CKOW 3HJOKPHUHOJIOTUH;

®denepaiabHble KIMHAYECKHE PEKOMEHAANHUH (ITPOTOKOIBI) TIO BEICHUIO
netei ¢ PHAOKpUHHBIMHU 3aboneBanusmu (Ilom obmeit pemakrumein .M.
Hemosa u B. A. IlerepkoBoit) Poccuiickoit accoruainuu dHI0KPUHOIOTOB
(PAD), Mocksa 2014 r.;

[Ipukaz JA3M Ne 869 ot 08.09.2022 roma «OO0 opraHW3anuy IOIOJTHH-
TEJIBLHOTO OOecTeueHusl JIeTei, CTpaJaloluX caxapHbIM n1uadeToM 1 Tuma,
MCIAUIHUHCKUMU U3ACITUAMU JII MOHUTOPUHIAa YPOBHSA ITIFOKO3bI B UHTCP-
CTHUIMAJIBHOW JKUAKOCTH» B IIENSAX PACHIMPEHHsI CHCTEM KOHTPOJS HpPH
OKa3aHUM MEPBUYHON MEAMKO-CAHUTAPHOMN MOMOIIM JETSIM CTPaJaolInM
caxapHbIM JuabetoM | THIa, MpeaycMaTpUBAIOLIEIO UX OOecIeYeHHE
CPEeICTBAMHM MOHUTOPHMHIA YPOBHS IVIIOKO3bl B MHTEPCTULIMAJIBHON KU-
KOCTU B AONOJHECHHUEC K MPHUMCHACMBIM NTUATrHOCTUYCCKUM CpPCIACTBaAM I10
OTIPEJICICHUIO YPOBHS TIIIOKO3bI B KPOBH;

[Tocranosnenue IlpaButrensctBa MockBer oT 07.09.2022r., Ne 1951-I111
«O TapaHTHIX TOTOJHUTEIBHOTO 00CCIEUCHUS METUIIMHCKUMHE HU3/ICIIHSI-
MHU IS IPOBEACHUSA MOHUTOPUPOBAHUS YPOBHS NIIOKO3bl B UHTEPCTULIH-
aJbHOM JKUJKOCTH JICTSM, CTPAJAIOIINM caxapHbIM JuabetoMm | Twuia, 3a
cuéT cpeACcTB OroKeTa ropoa MOCKBBI.

OcyiecTBisieTcs TPEXypPOBHEBasl CHCTEMa OKa3aHUsl MPO(HILHON TTOMO-

IIM ImanueHTaM a0 18 jer:

1 ypoBens — nerckue ropoxackue nonukanHuku (AI'T]) u nerckue otne-
JICHUSI TOPOJCKUX TOJUKIMHUK, TOPOJCKUE NETCKUE OONBHMILI C IMPH-
KpEIJIEHHBIM HACEJIeHUEM OKa3bIBalOT MEPBUYHYIO MEIMKO-CAaHUTAPHYIO
MOMOILlb 110 MECTY JKHTEIbCTBA, BKJIIOUAIOLIYIO: BBISBICHHE IaTOJIOTHH
IIPU NEPBUYHOM OOPALICHUH C 7Kajlo0aMH MJIH 110 Pe3yJbTaTaM PyTHHHOTO



Te3ncbl koHbepeHUnn

o0cnenoBaHNs; AMHAMUYECKOE U JUCITAHCEPHOE HAOIIO[IeHNe MAIlMeHTOB;
MpoBeicHne TPOQUIAKTUYCCKUX OCMOTPOB;

2 ypOBEHb — JICTCKHE aMOyJIaTOPHO-IIONIMKIMHUYECKHE TISHTPHI (j1anee —
AIIIl) anMUHACTPATHBHBIX OKPYTOB MOCKBHI (TJIaBHBIE BHEIITATHBIC J1ET-
CKHE OKDPY)KHBIC CICHUAUCTBI 3HIOKpUHOJorH J[3M) oka3bIBalOT KOH-
CYJIBTaTUBHO-IMATHOCTUYECKYI0 MEIUIIUHCKYIO [TOMOII[b, B TOM YUCJIEC IS
MOJITBEPIKJICHUS JIMarHO3a, HEOOXOAUMOCTH KOPPEKIMK 00CIe0BaHUs 1
JIeYeHHsI, HEOOXOJMMOro O0eCIeUeHHs JICKapCTBEHHBIMU TIpenapaTamu,
PacXOJHBIMH MaTepHaliaMu ¥ U3JIEIHSIMU MEUITUHCKOTO Ha3HAYCHUS;

3 ypoBeHb — 3T0 aMOyJIaTOpHas ¥ CTAIlMOHAPHAS CTIeI[HaI3UPOBaHHAS Me-
nunuHCKas momots (ranee — CMII) B SHIOKPUHOTOTHYECKUX OTACIICHISIX
JIeTCKUX ropoackux kinaudeckux oonphunl (JIIKB) A3M: I'BY3 «Mopo-
3oBckasg JAI'’KB [I3M» (pabotaer KpyriocyTouHasi KOHCYJIbTaTUBHAs Te-
nedoHHas ropsyas JUHUS 110 JeTcKoi 3HpokpuHonorun), ['BY3 «II'Kb
uM. 3.A. bamnsesoit J[3M», nerckom otaenennu ['BY3 «OumokpuHomIO-
rudyeckui aucrnancep J3My, Bkitodaromias B ce0st mpo(HIaKTUKY, Jna-
THOCTHUKY M JICYCHHE 3a00JICBAaHUN U COCTOSHUMN, TPEOYIOIIHUX HCIOJb30-
BaHMS CIELUUAIBHBIX METOIOB U CIOXKHBIX MEAUIMHCKUX TEXHOJOTUU B
pamkax CMII 1 BBICOKOTEXHOJOTHYHON MEAMIIMHCKONH TOMOIIH (fanee —
BMII), mpoBoasTcs TeireMenWIHUHCKHE KOHCyabTamuu. llpm HeoOxomm-
MOCTH, B JIaHHBIM YpOBEHb OKa3aHMs aMOyJaTOPHOW M CTAI[MOHAPHOHN Me-
JIUIUHCKOM MTOMOIIUM MOTYT OBITh BKIIFOUEHBI (De/IepalIbHbIC YUPEIKICHUS:
Huctutyt nerckoit sunokpunoiorun GI'AOY HMMUIL snapoxpuHOIOruu
uMm. .. [JenoBa Munszapasa Poccun, Poccuiickas neTckasi KIMHUYECKAst
oompauMA — dununan GITAOY BO PHUMY um. H.U. Iluporosa (ITupo-
roBCcKHM yHHBepcuTeT) Mun3ipaBa Poccuu; KIMHHKA JIETCKHUX Ooles-
Heii CeuenoBckoro neHTpa marepuncta u aercrea ®IAOY BO Ilepssiit
MI'MY um. U.M. CeuenoBa (CeueHOBCKMI yHHBepcuTeT) MuH3IpaBa
Poccun.

[Ipn mpo¢dunbHON cTaMOHAPHOH MEIUIIMHCKOW MOMOIIU TPOBOAATCS

Te3ncbl KOHbepeHUn

Xapaxmepucmuxa xoeuHozo ¢onoa
sHOoKpuHono2uyeckux omoenenuti JJI'Kb J[3M: 3a 2024 200

IEY3 I'bY3
Iloxazarenn «Mopo3zoBckas CATKD .
JITKB J13M» uM. 3.A. banuseBoit
J13M»
LlTatHOE YKCIIO KOEK 60 30
CpenHee exeTHEBHOE 53,5 71
KOJINYECTBO OOJIBHBIX
KonnuectBo Ko#Ko-IHEH 19589 7735
CpenHss ATUTENbHOCTD MPEOBIBAaHUS
N 5,7 6,7
0O0JIEHOTO Ha KOMKe
O00poT KOMKH 57.4 38,47
CpenHeronoas IzaﬁoTa 3264 257.83
(3aHATOCTH KOWKH)

runonuTyuTapuam . BAKH ‘
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OIllepaTHBHBIC JICUCHUS B paMKaxX 3HIOKPUHHOW XHUPYPruH, pa3BUTa HEOHa-
TaJgbHasl YHAOKPUHONIOTUA. Bece Meronuku obcienoBaHMs U JICUEHUs JeTel
COOTBETCTBYIOT BBICOKHUM MHPOBBIM CTaHJapTaM 110 BCEM HalpaBICHUSIM JI€T-
ckoii sHA0KpuHOJoru. CBOEBpeMeHHasl, KaueCcTBEHHas!, dPPEeKTHUBHAS U J10-
CTyIHasi MHOTONIPO(HIIbHAS MEIUIIMHCKAs OMOIb OCYIECTBISIETCS B PaM-
Kax MEXAMCLUIUIMHAPHOTO NEPCOHAIN3UPOBAHHOTO MTOIX0/a.

Ananuz vacmomoi cmpeyaemocmu 3HOOKPUHHOU NAMON02UL Y NAYUEHINO8
maaoue 18 nem 6 copode Mockse 3a 2024 200
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OeTH noApOCTEH Bcero 3abonesaHnii IHAOKPUHHON CHCTEMBI

Obuwyee Konuuecmso 3ape2ucmpupo8aHHbiX IHOOKPUHHBIX 3a001e8aHUL
y 0emetl u noopocmkos  2opooe Mockee 3a 01.2020 — 01.2025 ze.
(no oanuvim cmamucmuxu J[3M: @®DOCH Nel2)

CBOEBpEeMEHHOE NEPCOHU(UIMPOBAHHOE O0ECIIeUeHNE MALMEHTOB MIIAJLIE
18 neT ¢ SHAOKPUHHOM MaTOJIOrued B MEAULIMHCKUX opranu3anusax J3M Bkito-
yaeT obOecrieueHne HEOOXOOMMBIMH JIEKapPCTBEHHBIMU IIperaparamMu, TeXHUYE-
CKUMHU CpEICTBAMU peabWINTALMK, M3ACIMAMH MEIUIMHCKOIO HAa3HAYCHWS U
MIPOBEICHNE MTPOTHO3a TOTPEOHOCTH Ha CIEAYIONMIA ro1. BemayTcst MOCKOBCKHMi
CerMEHT (hesepanbHBIX PErUCTPOB caxapHOro nuadera 1 M 2 TUHOB y AeTel u
HOAPOCTKOB, THIO(HU3APHOTO HAHU3MAa (B pPaMKax peructpa 14 BEICOKO3aTpaTHBIX
Hozonoruit (B3H), npexxaeBpeMeHHOTo 1MOJIOBOTO Pa3BHUTHS (B paMKax perucTpa
JIMLL, CTPAJAIOLINX KU3HEYTPOKAIOIIUMHI U XPOHUYECKUMHU PO PECCUPYOILUMHU
penkumu (ophaHHBIMI) 3200JIEBAaHUSAMH, TIPHUBOISAIINMH K COKPAIIEHUTO TIPOIIOIT-
JKUTEJIBHOCTH JKU3HU TPXKIAH MM UX HHBAJIUIHOCTH).

EsxemecsiuHO TPOBOAATCS pabouue COBEIAHUS JETCKUX SHIOKPUHOJIOTOB U
3acelaHus! SHAOKPUHOIOTHIECKOI ceKn MOCKOBCKOTo 00111eCTBa AETCKHUX Bpa-
Yyeld, B TOM YHUCJIC «KPYIVIbIE CTOJIbDY M KOHCUIMYMBL. IIpoBoasTcs koHpepeHmn
IO aKTyaJIbHBIM BOIPOCAM AETCKON SHIOKPUHOJIIOTMH IPH Y4aCTUH MOCKOBCKOTO
oOmrecTBa geTckux Bpadei (B 2024 roxy nposeneHo 10 kordepenwii). 22-23 Ho-
s0pst 2024 rona mposenena XXIII nayuno-npakTHyeckas KoH(pepeHus « HI0-
KPHMHHBIE aCHEKThI B IEAUATPUN (KOJIMYECTBO YIACTHUKOB COCTaBUIIO — 844 ye-
JIOBEKa, U3 HUX 776 Bpauel 13 MOCKOBCKOIO peruoHa, 61 crenuanuct u3 Apyrux

peruonoB Poccnu u 7 mpencraButeneii HHOCTpaHHBIX TocynapcTB). [IpoBoasarcs
B paMKaxX MEKBEJOMCTBEHHOI'O B3auMozeiicTBus JlenapramMenTa 31paBooxpaHe-
Hus . MockBbl 1 [lenapramenTa o0pa3oBaHus 1 HayKu I. MOCKBBI IPOCBETUTEb-
CKHE MEPONPHATHS A1l pPOAUTENICH B BUJE OHJIAHH-COOPAHUN C BBICTYIIIICHHUEM
CIELHAINCTOB U OCBEIICHUEM MPOOJIEMHBIX BOIPOCOB, HHPOPMALMOHHO-NIPO-
CBETUTEJIBCKHE Meponpusitus B oiaiiH u oHNaiH (Qopmax, OpraHu30BaHHBIC
Hemapramentom 3apaBooxpaneHus . Mockssl (B 2024 roxy npoBeneHb! HH(OP-
MAaLMOHHO-IIPOCBETUTENbCKAS AKIUH, NPUYPOUYCHHbIE K BcemupHOMy aHIO 1iu-
TOBHIHOM KeJe3sl 1 BceMupHOMY IHIO OOPBOBI C iabeToM).

MOCKOBCKMMU JETCKUMHU 3HIOKPUHOJIOraMHU COBMECTHO ¢ Beayummu HMUIL]
1 00IIeCTBeHHON opranmu3anueit «PAD» 1o HarrpaBIeHUSIM MPOIOIHKaeTCst pado-
Ta 10 pa3paboTke KIMHUYECKUX peKoMeHIauuii mo npoduio «llerckas snmo-
KPHHOIIOTHS» COBMECTHO C 00IecTBeHHOH opranu3zaimen «Poccuiickas accorm-
alysl SHAOKPUHOJIOIOBY», PEAIM3YIOTCSl HALMOHAIBHBIC ITPOEKTHI 10 CaXapHOMY
IaldeTy W OKUPEHHIO JUIsl TMOBBIIeHUs 3(pdekTHBHOCTH, O€30MacHOCTH, Kave-
CTBa M JOCTYIHOCTH MHOTONPO(UIBHON KOMIUIEKCHOW MEAMIMHCKOM MOMOIIN
JETSIM U IIOAPOCTKAM, CTPaJarolIM SHIOKPHHHBIMU 3a00JI€BaHNSMH.

OVHAMMKA MOKA3ATENEN NMUKEMUYECKOIO KOHTPONSA
Y OETEWN C CAXAPHbIM AUABETOM 1 TUMA MNOCHE
MHULMALUN MHCYNTMHOTEPANWU C UCTIOJIb3OBAHUEM
CUCTEMbl ABTOMATUYECKOW NOOAYN UHCYITUHA
MEDTRONIC MINIMED 780G

IInaronos B.B."%3, l:skamuena III.A.', Hockosa E.JI.!,

Moasinckas ML.A.', IlopaeBa @.3.!, SIkoBsieBa T.B. !

'ClI6I'bY3 AT'MKL] BMT um. K.A. Payxgyca, Cankm-Ilemepoype, Poccus
@I'BOY BO C3I'MY um. U.H. Meunuxosa Munsopaea Poccuu,
Canxm-Ilemepoype, Poccus

S«Knunuka @omuna. /lemuy, Cankm-Ilemepoype, Poccus

Heap ucciaenoBanus. V3yunts BIUSHNE HHCYIHMHOTEPAITNH C UCTIOIb30Ba-
HUEM CHUCTEMBI aBTOMAaTH4ecKol nmogaun nHcynnHa Medtronic MiniMed 780G
Ha KITFOYEBBIEC TApaMeTPhl NIMKEMHYECKOTO KOHTPOJIS, BKIIOYasi BpeMsI B Lielie-
BoMm auamnazoHe (Time in Range, TIR), Bpems Beimie mieneBoro quamasona (Time
Above Range, TAR), Bpems Hioke mieneBoro aumanazoHa (Time Below Range,
TBR) u xoapdunment Bapuarmu (CV).



Marepuanbl u MeToabl. B pamMkax wmccieoBaHHs, MPOBOAMMOIO Ha
0aze 3-ro supoxpuHONormdeckoro otaenerus CIIGIBY3 JII'MKL BMT
uM. K.A. Payxdyca, ObITH OIIEHEHBI TIOKa3aTeNH TITUKEMUYECKOTO KOHTPOIS
(TIR, TAR, TBR, CV) y 30 nmereii ¢ nmabetoM 1 Tuma 1o u mocie Hadaia
TEepamnuy C HWCIIOJIIb30BAHWEM CHCTEMBl aBTOMATHUYECKOH IMOmady HWHCYIWHA
Medtronic MiniMed 780G.

CraTucTHYeCKUil aHaNW3 JaHHBIX OCYIIECTBISUICS C MPUMEHEHHEM Mpo-
rpamMHoro obecriedenns StatTech v. 4.8.11 (pazpadorank — OO0 «CrarTex»,
Poccus).

Pesyabrarel. [IpoBenéHHBIN aHANM3 BBISBUJI 3HAYUTEIHHOE YBEIHUYCHHE
BpPEMEHH, B TE€UEHHE KOTOPOTO YPOBEHB TIIFOKO3bI HAXOMIWIICA B IIEJICBOM JIHa-
nazone. Mcxonnoe 3uadenune TIR coctasmsuro 53,00% (IQR = 51,00-61,00%),
TOrJa KaK yepe3 HeleNo Tepanuy Halmopanock ero yBenuueHue 1o 67,00%
(IQR = 58,00-68,00%). K xoniy nepsoro mecsua tepanuu yposeHb TIR mo-
crurain 77,00% (IQR = 74,00-79,00%), ocTaBasch BEICOKHM W CTAOMIIBHBIM Ha
MOCIIEAYIOIINX ATarax HaOIIONESHUSI.

Ucxonnebiii ypoenb TAR, oTpakaromniuii 4acToTy 3M1M30/10B TUIIEPIIIMKEMUH,
cocrasisit 34,00% (IQR = 33,00-37,00%). [lox Bo3neiicTBHEeM Tepamuu STOT
nmokaszaresb moclnenoBareiabHo cHmkancs: 1o 30,00% (IQR = 24,00-33,00%)
nociue nepsoi Henenu u 1o 23,00% (IQR = 22,00-29,00%) k KOHILy BTOPOTrO
sTama HaOmoneHus. K KoHIly mepBoro Mecsiia U Ha TPETheM MecsIle HadIo-
nenust yposenb TAR crabunmmusuposaincs Ha ormerke 23,00% (IQR = 21,00-
23,00%).

Ananus TBR npoaeMoHCTpupOBa 3HAUUTENBHOE CHUXKEHHUE YaCTOThI AIU-
30[10B runomukemMuu. B Hauane uccienoBanusi nokazarenb TBR cocrasmsin
9,00% (IQR = 6,00—-13,00%), omHako mocye MepBO HEJEIN Teparuy CHU3HICS
1o 1,00% (IQR = 0,00-4,00%). DTa TeHneHINS COXpaHsIach Ha BTOPOM dTare
Haomonenus (TBR = 1,00%, IQR = 0,00-3,00%), crabmim3upoBanach K KOHILY
nepBoro mecsia (TBR = 3,00%, IQR = 0,00-3,00%) n ocTaBamach HA3KOI Ha
tperbeM Mecste (TBR = 1,00%, IQR = 0,00-1,00%).

CratucTrdeckas 3HAYMMOCTh BBISBICHHBIX n3MeHeHui (p<0,001) Owima
MOJITBEPIK/ICHA C IIOMOIIBIO KpuTepus Opuamana.

BoiBoasl. [lonmydeHHbIe pe3ynbTaThl CBUACTEIHCTBYIOT O BBIPAKEHHOH I10-
JIOKUTETHHON JHMHAMHUKE BCEX M3y4aeMBIX IMapamMeTpPOB IITUKEMHYECKOTO KOH-
TPOJIsL, 9YTO IOJUYEPKUBAET BHICOKYTO A()()eKTUBHOCTH TEPAIHH C NCIIOIh30BAHU-
€M CHCTEeMBI aBTOMaTH4YeCKOU motaun nHeynnHa Medtronic MiniMed 780G mmst
JIOCTIDKEHHSI OTITUMAIBHOTO KOHTPOJIST YPOBHSI TITFOKO3bI B KPOBU M CHIKEHUS
pUCKa OCIOKHEHUH, CBI3aHHBIX C CaXapHBIM THA0ETOM.

ANABETUYECKUE AYTOAHTUTENA KAK KNMHUYECKU
3HAYUMBbIA MAPKEP NPOrPECCUPOBAHUSA HAPYLLEHUN
YrMeEBOAHOIO OBMEHA

Iaaronos B.B."*%, lzkamuena IIILA. !, ITonsinckast M.A. ', [lopaeBa @.3.',
SIxoBieBa T.B.'

'CI6I'bY3 ATMKIL] BMT um. K.A.Payxgyca, Canxm-Ilemepoype, Poccus
@I'BOY BO C3I'MY um. U.U. Meunukoséa Munzopasa Poccuu,
Canxm-Ilemepoype, Poccus

S«Knunuka @omuna. /lemuy, Cankm-Ilemepoype, Poccus

Heap ucciaenoBanus. OUEHNTs TMHAMHUKY HapYyIIEHUH YIIIEeBOIHOTO 00OMe-
Ha y rpynmsl u3 10 gereil ¢ UCXOIHOM NUCITIMKEMUEH 10 Pa3BUTHUS KIMHHYE-
CKOW KapTHHBI caxapHoro nuadera 1-ro Tuma. [IpoBecTn aHamu3 B3auUMOCBSI3U
TpoIiecca JIerpajanii YIiIeBOIHOTO TOMEOCTa3a C N3MEHEHUSIMI UMMYHOJIOT -
YECKOTO NPOQHIIS, CPABHUB MONydeHHBIE PE3YIBTATHI C JAHHBIMH 3apyOesKHBIX
My OIIMKaIui.

Marepuajnbl 1 MeToabl. [lon mTuHaAMHYECKUM HAOIIONEHHEM HaXOAWUJINChH
10 meret Miraaiiero mIKOJIBHOTO BO3pacTa (CpeaHwuid Bo3pacT 8+2 roaa), u3Ha-
YaJIbHO UMEIOIIUX JIETKYI0 (POpMY AUCTIUKeMIH (TIIMKEMUs HaTOIIaK He Ooee
6,3 mmonb/1 (5,8-6,7 MMOJIB/IT); 3HAYEHUS Yepe3 2 yaca TOocie Harpy3KH ITro-
ko30# 1,75 r/xr He 6onee 9,1 mmons/a (7,8-10,5 MMonb/m)). JJomOTHUTETEHO
OIIEHMBAJICSI UMMYHO(EPMEHTHBIH CTaTyC, ONPEACISIICS CIEKTP ayTOAHTHTEN:
anTutena k uaCcynuHy (IAA), anturena x tuposuHpocdaraze (IA-2A) u aH-
TUTeNa K TryTamaraekapookcmnaze (GADA). Meroasr o0cie1oBaHNs COOTBET-
CTBOBAJTM peKOMEH/IallsIM BceMupHO opraHu3ayy 3jpaBOOXPaHEHHS.

Pesyabrarel. Y 9 nereil ¢ aucrimkeMuen mMcciieoBaHUE YpOBHeEH nuade-
TUYECKUX AyTOAHTHTEN IMO3BOJIIO TUATHOCTHPOBATH 2-10 (JOKIMHUYECKYIO)
CTaJIMI0 CaxapHOTo AnadeTa — ayTOMMMYHHUTET 2 THIIa ayTOAHTUTEN + JTUCT-
mukemust. Y 2 feteld ObIIN BBISIBIICHB TUATHOCTHYECKH 3HAYMMEbIE YPOBHU aH-
TUTEINl K MHCYIMHHY W Thpo3uH(pocdaTaze, y 4 aereit — k Tupo3uHdocdaraze u
TIyTamaraekapOoKcniase, y 3 IeTei — K MHCYIIMHY | TITyTaMaTaekapOoKcuiase.
VY onmHoro pebeHka ObIT OOHAPYKEH TOJHKO OJUH THIT aAyTOAHTUTEN (AaHTHTE-
Jla K MHCYJHMHY). Y BCeX JAeTell HaONromanoch Mporpeccupyroliee HapylieHne
TOJIEPAHTHOCTH K TITFOKO3€, COTIPOBOK/IABIIEECS YBEIMICHUEM YPOBHS TJIFOKO-
3B HATOIIAK OT HOPMAIFHBIX IMOKa3aTeliell O MOTpaHUYHbIX 3HadeHwi (6,5-
7 MMoITb/1) B TeueHue 6 mecsnes. [loBwimenne mokazarens HbAlc ot <5% mo
>6% CBHIIETEIBCTBOBAJIO O XPOHU3AINN TUNEpIIIHKeMUu. Y 8 nmeteid manude-



CTHpOBaJIa KIIMHUYECKass opma caxapHoro nuabera 1-ro tuna 6e3 auabern-
yeckoro keroanuao3a. OauH peGeHOK MPoAoIKaeT HAOMIoIaThes Ha 2 CTaAuu
CI1.

Manudecranus kmuHuueckon craaun CJ[1 npoucxoauna B Teuenue 5+1,5
MECSIIIEB TOCIe BBISIBICHUS qucriukeMud. 1o ntoram aunamuyeckoro HaOmo-
JeHust ObLTH 3a()MKCHPOBAHbBI CIICAYIONIME KIIIOUYEBbIC N3MCHEHHS: aHTUTENA K
uncyanny (IAA): 6a3oBbiit ypoBens coctasinsut 10 + 0,2 E/ml, coiyctst Tpu me-
cana pgocturain 13,2 + 1,5 E/ml (p = 0,05). AuTuTena k riyTamaraekapOoKcuia-
3¢ (GADA): nepBoHauanbHbIid ypoBeHb cocTaBisil 9,5 + 2.3 E/ml, kK MoMeHTy
MaHudectaruu cocrasun 35,2 + 6,8 E/ml (p < 0,001). AnTuTena K THPO3HUH-
docdaraze (IA-2A): cpeanee 3HaueHe MOBBICKIIOCH ¢ 5,2 + 0,1 E/ml 10 59,5 +
2,3 E/ml (p = 0,002).

TakuM 00pazoM, yBeIHYEHHE KOJUUECTBA CHENU(PUUIECKUX aHTHTEN YETKO
KOPPEJIMPOBAJIO C YXyALIEHUEM DIMKEMHUYECKOTO KOHTPOJIA M IOCIEAYIOINM
(dopMupoBaHHEM CHHAPOMAa a0COIIOTHON MHCYIMHOBON HEOCTATOYHOCTH.

BoiBoabl. [lonmydeHHble NaHHBIE MOATBEPKAAIOT BIMSHUE ayTOMMMYHHBIX
peakinuii Ha IporpeccupoBaHue AuadeTa y AeTeid, MoAUepKUBas BAXKHOCTD pe-
TYJISIPHOTO CKPUHUHIOBOTO MOHHUTOPMHIA aHTUTEN, YTO IO3BOJSIET CBOEBpE-
MEHHO BBISIBUThH HA4aJlo IeCTPYKTUBHBIX TIPOLIECCOB B MOMKETYIOYHOI JKenese.
[annas pabotra JeMOHCTPUPYET BBICOKYIO CTEIICHb COBIAACHMS MOTYUYECHHBIX
Pe3yJIbTaTOB C COBPEMEHHBIMH HAYYHBIMU JJAHHBIMU U CITY>KUT OCHOBaHHEM JIsI
COBEPILIEHCTBOBAHUS TOAX00B K MPOQHUIAKTHKE U JICUCHHUIO 1nabeTa y neTei.

CPABHUTEJIbHAA OLLEHKA 3®®EKTUBHOCTHU
OTEYECTBEHHbIX BUOCUMUNAPOB MHCYJIMHA ACIAPT

B YNPABJIEHUM YPOBHEM IMIOKO3bl Y AETEW C CAXAPHbIM
AONABETOM 1 TUMNA, BOBJIEYEHHbIX B PEIYNAPHYIO
®U3NYECKYIO AKTUBHOCTb

IInaronos B.B."**, Hockosa E./1.*, lerkos B.1O. '

ICII6I'BY3 JITMKIL] BMT um. K.A. Payx¢yca, Canxkm-Ilemepbype, Poccus
2@I'BOY BO C3IMY um. M. 1. Meunuxosea Munzopasa Poccuu,
Canxm-Ilemepbype, Poccus

S«Knunuxa @omuna. [Jemuy, Canxkm-ITemepbype, Poccus

TAY3 CO Obnacmnas oemckas KiuHuueckas OonvHuya,

Examepunoype, Poccus

ean uccaenoBanusi

Ouenka nokasareiei IITUKEeMHUUYECKOTO KOHTPOJIS JETEl C caXxapHbIM JHa-
OeToM 1 TuMa peryisipHO 3aHUMAIOIINXCS CIIOPTOM C 3aBUCHMOCTH OT UCTIOIb-
3yeMOT0 MHCYJIWHA U THIIAa HHCYJTUHOBOU ITOMIIBI.

Marepuajbl 1 MeTOABI

HccnenoBanue nNpoBOAMIIOCh cpear Tpynmbl u3 36 neTeil ¢ caxapHbIM -
aberoM | Tuma, MOMydYalOUMIMX TEPAHIO CUCTEMAaMH 3aMKHYTOTO ITHKJIa BBE-
nenus uHeynuHa. Cpennuil Bozpact coctaBun 12,00+2,94 ner. OCHOBHBIM
KPUTEPUEM BKJIIOUEHUS OBIIIM PETYISpHBIC 3aHATHS CIIOPTOM HE MEHee 3 pa3
B Hezenro. OCHOBHBIE HCCIIENyeMble I1OKa3aTeNd BKJIHOUYAIM BPEMsl HAXOXK-
JIeHUs TIII0KO3bl KpoBU B 1eneBoM auanaszoHe (TIR), Bpems runepriamkeMuu
(TAR), Bpems runornmukemun (TBR), ypoBeHb IIMKupoBaHHOTO TeMOTIO0ONHA
(HbAlc) u ko uumenT Bapuanum ypoBHS IIIOKO3bL. J{JIsi OLEHKH JaHHBIX
MCTIONb30BalIcs cTaTucTHaeckuit maket StatTech Bepcum 4.9.4.

PesyabTarsl

HccnenoBanue BBISIBUIIO CTaTHCTUYECKH 3HAUYMMBbIE pazfudusl B IOKa3a-
TENAX ITIMKEMUYECKOTrOo KOHTPOJIS B 3aBUCHUMOCTH OT THNa MHCylIuHa. Bpe-
Ml HaXOXKICHHs TJIIOKO3bI B HesieBoM auanazoHe (TIR) Obuto 3nauntensHO
BhINIe y manueHToB rpymmbl POH (81,4146,21%) no cpaBHEHUIO ¢ TPYIIIOH
P® (67,74+10,51%). IIponomKuTenbHOCTh THIEPTIINKEMUN TIEPBOTO YPOBHS
(TAR1 > 10 MMouib/11) ObLIa CYIIECTBEHHO MEHbIIIE Y TAIIMEHTOB rpymnisl POH
(13,18+6,66%) no cpaBHenuto ¢ rpynmnoi P® (28,53+11,79%). IIpoxonxu-
TEIBHOCTH TUnepraukemMun Broporo yposHs (TAR2 > 13,9 mmons/n) Taxxke
oKaszanach Hwke y nauuentos rpynnsl POH (3,06+2,41%) no cpaBHEHHIO C
rpynmoit PO (8,53+5,75%). YpoBens rmukupoBanHoro remorioouna (HbA1c)
ObLI 3HAYMTEIBHO HIDKE y nanueHToB ¢ POH (6,40%, nuanason 6,10-6,60%)
1o cpaBHEHHUIO ¢ marnueHTamu ¢ PO (6,80%, nuanazon 6,75-8,40%), aro mos-
TBEPXKAAET JIyUIlIne JOJrOCPOUYHBIE MTOKA3aTeIN KOHTPOJIS INIMKEMHUH Y Mall-
entoB ¢ POH. Koadhdunment Bapuaryy ypoBHsI TIIFOKO3bI ObUT 3HAYUTEIBHO
Hmxke y manueHToB ¢ POH (33,01+6,45%) no cpaBHeHUIO ¢ marueHTaMu ¢ PO
(38,46+7,71%), 9uTo yKa3bpIBaeT Ha OOJBIIYIO CTAOMIBHOCTH YPOBHS TTIOKO3BI
y nanenToB ¢ POH. OnHako cTaTUCTHYECKU 3HAUUMBIX PA3IUYIUil B IPOI0JI-
x)kutenbHocTH TunorukemMuu (TBR1 < 3,9 mmonbe/nm u TBR2 < 3,0 MMoutb/i1)
MEXIy Tpynnamu He Obuto oOHapykeHo. UTo KacaeTcs THIla WHCYJINHOBOH
MIOMIIBI, MCCIIEIOBAaHHUE MOKA3aJ0 CIIEAYIOLIEee: MCIIOJIb30BAHUE MaTy-TIOMIIbI



cBsa3aHoO ¢ gy4muM KoHTposieM HbAlc (6,40%, muanazon 6,05-6,75%) mo
CpPaBHEHUIO C MPOBOAHOMN mommoi (6,80%, auamazon 6,50-7,90%). Oxnaxo
npyrue nokasarenu, takue kak TIR, TAR1, TAR2, TBR1, TBR2 u koaddu-
[UEHT BapHaIlMU, HE TIPOJIEMOHCTPUPOBAIH CYIIICCTBEHHBIX Pa3InYUN MEXTY
THITAMU TIOMII.

BuiBoabI

Taknm o6pazom mpuMeHnenne nHeynnHa Pua®dactHuk B cructemMax 3aMKHY-
TOTO IMKJIa TO3BOJISIET JOCTUTATh 3HAYMMO JIYUIINX TOKa3aTesel TIInKeMude-
CKOT'0 KOHTPOJISL 10 CPABHEHUIO ¢ UHCYIMHOM PuH®act.

MHTEIPAJIbHAA OLIEHKA NMPO®ECCUOHAJIBHOIO
NOTEHUMWANA OETCKUX QHOAOKPUHONOIoB

B NPEAYNPEXAEHUUN MEOULUMHCKUX PUCKOB
NP CAXAPHOM OUABETE | TUTMNA

Myrnanna E.A.', erpsiiikuna E.E." — 0.:m.1., npo., YTrun C.A.'
Pyccknx C.B.>— k.1

'PIIKF — ¢punuan @IrA0Y BO PHUMY um. H.HU. [Tupozosa
(ITupocosckuil ynusepcumem) Munzopasa Poccuu, Mockea, Poccus
@I'BHY «Hayuonanvuvitt HUH 06ujecmeenino2o 300po6bsi

um. H.A. Cemawro Munobpuayxu Poccuu, Mockea, Poccus

AxtyanapHocTh: Caxapasrii quader [ tuna (C/[1) ocTaercs omHO#M U3 KITto-
4eBBIX TIpodieM 3npaBooxpaneHus PO. Ocobyro pois B paHHEH AHArHOCTHKE
1 Mpo(QUIAKTHKE OCIOKHEHUN MIPAIOT Bpaud JETCKUE SHIAOKPHUHOIOIH, B TOM
YHCIIe YUYPEKACHUI NMEepBUYHOTO 3BEHA, Yel MpoeCCHOHATIBHBIA MOTSHIHAI
TpeOyeT CHCTEMHOM OIICHKH.

Heap uccaenoBanusi: PazpaboTka METOAMKH MHTEIPAIbHOMN OIEHKH KOM-
METCHUMH MEOULIMHCKUX CIICIUAJIMCTOB JJIs IIOBBIIICHUS KauyeCTBa IIOMOIIU
netsim ¢ CJ]1 Ha ocHOBe aHamM3a 3HAHWN KIMHHYECKUX PEKOMEHIAIUN U CyOb-
EKTUBHBIX OI[EHOK 3HAYMMOCTH KPUTEPHUEB KaueCTBa.

st cOopa mepBUYHBIX AaHHBIX U 00pabOTKH MH(OPMALUU COLMOIOTHYEe-
CKOT'0 OIpoca NPUMEHSIJICA CTaHAAPTU3UPOBAHHBIN JIEKTPOHHBIA HHCTPYMEHT
JUISL CO3TaHUS OHJIAIH-OTIPOCHBIX (hOPM.

» IlpoBeneH coruonormueckuidi Onpoc 0oJee THICAYH Bpadel (IEeTCKUE IH/IO0-
KPUHOJIOTH, TIeIUATPBI, Bpaun OOIIeH MPaKTHKH, OPIUHATOPHI TIO CTISTIHAITh-
HOCTSAM «JIETCKasi YHJOKPUHOJIOTHUSY, KIIeANaTpus») n3 83 peruonos PO.

* Amnkera Bkimodana 100 BOIIpoCcOB U3 KOTOPBIX: 8 KacaroTCsl COLUAIBHO-AEMO-
rpaMuecKuX ToKa3areell ¢ BOSMOKHOCTBIO OIIEHUTh MaTepualibl HCCIIeI0Ba-
HUI B pa3pese Bcex cyObekToB PD 1 TeppuTOpHanbHBIX OKPYTOB M PETHOHOB,
84 Bompoca aHKeThI BBIABIAIOT YPOBEHb 3HAHMUI 10 BOIIPOCAM OKa3aHUs MeU-
nuHCKOU oMoty 60mbHeIM ¢ C/[1 Ha OCHOBE KIIMHUYECKUX PEKOMEHIAIIHI; 8
BOIPOCOB TTO3BOJISIOT MPOBECTH OLCHKY YPOBHSI MH()OPMHPOBAHHOCTH ME/IH-
IMHCKHUX paOOTHUKOB O CHCTEME MPEILyNPEKICHUSI METUIIMHCKUX PUCKOB.

ITonydeHHble pe3yabTaTbl MO3BOJMWIN COCTAaBUTH COLMANIbHO-AEMOrpadu-
YECKHUH MOPTPET PECIOHICHTOB C YYETOM CTa)ka paboThbl M0 CIELHAIbHOCTH.
IIpoBeneHHOE HcCIEIOBAHHUE TIO3BOIMIIO BBISIBUTH KOPPEIISLIMIO MEXIY CTAXKEM
paloThl M BBICOKMM YpOBHEM NpodeccuoHanbHOro noreHuuaiza. Kpome toro,
nexuarpbl ¥ Bpaun oO1Iei MPakTUKY AEMOHCTPUPYIOT HEIOCTATOUHBINH YPOBEHb
3HaHUH TpeOOBaHMI KIMHUYECKUX PEKOMEHJANH, YTO MOYKET HEIraTUBHBIM 00-
Pa3oM CKa3bIBaThCs Ha KauecTBe M cBoeBpeMeHHocTH quarnoctuku CJ[1 u oka-
3aHUU MEANLHCKON TTOMOILH.

BBICOKYIO LIEHHOCTH MPOBEICHHOTO UCCIISIOBAHUS COCTABIISICT aHAIN3 OJIoKa
BOMPOCOB C OTPAKEHUEM JIMYHOTO OTHOLICHHSI K TEME U BOMPOCAM HCCIIEI0BA-
HUS, KaCalOIIUXCsl OKa3aHMs MeIUIIMHCKOM oMoty aetsm ¢ CJ11. PecioHaeHThI
OIICHUBAJM 3HAYMMOCTh KPUTEPUEB OIICHKH KaueCTBA OKa3aHUS MEIUITUHCKON
MIOMOIIIH, TIPUBEACHHBIX B KIMHUYECKUX PEKOMEHIAIMIX MPU JUATHOCTUKE 3a-
OoseBanus 1o 1ikaje or 1 (MuHuManbHO) 10 10 (MakcumaibHO) OayuioB. [laH-
HBbIC KPUTEPUU TPUMEHSIOTCS TPU MPOBEACHUU KOHTPOJIBHBIX MEPOMPUSTHI
CO CTOPOHBI HAA30pHBIX OpraHoB. CyObeKTHBHAs OLEHKAa MPaKTHKYIOIIUX
Bpayei-CIEIMATMCTOB OTPAKACT 3HAYMMOCTh BHEIPCHHBIX KPUTEPHUCB.

3aKkJjoueHue:

* PaszpaboTaHHas METOJMKA TO3BOJISIET OLEHUTH MPOPEeCCHOHATBHBIN TOTCH-
1[aJ Bpayeil ¥ BBISABUTH MTPOOEIbl B 3HAHUSAX.

* Pesynbrarsl MOryT OBITH MCHOJB30BaHbI IJIsI Pa3paOOTKU LIEJIEBBIX MIPOrPaMM
00y4eHHs 1 YITy4IIEHHS] CHCTEMbl MEHEDKMEHTA KadeCTBa B 3PAaBOOXPaHCHUM.

*  Meroauka MaciiTabupyema u IpuMeHUMa JTsl IPYTHX MEIUIUHCKUX CIICIU-
aJIbHOCTEM.



AYTOUMYHHASA NPEXOEBPEMEHHAA HEAOCTATOYHOCTb
ANYHUKOB: COBPEMEHHbIE NMPEACTABJIEHUA O NATOMEHE3E
N ANATHOCTUYECKMUE BO3MOXHOCTU

Cubupckas E.B.'**, Kapauennosa U.B.'?, Hukudgoposa I1.0.'7,
AnHakyiauena A.C.!,

Kupuutosa 10.A.!, Meaenuyk H.A.'

'PIIKE — punuan @®TAOY PHUMY um. H.H. ITupozosa Munzopasa Poccuu,
Mockea, Poccus

@IrAOY BO PHUMY um. H.HU. ITupocosa Munzopaea Poccuu, Mocksa,
Poccus

3 @I'BOY BO Poccutickuil ynusepcumem meouyunvl Munzopasa Poccuu,
Mockea, Poccus

BBenenue: IlpexxneBpeMeHHass HenocTaTOYHOCTh suyHMKOB ([THSA) —
CHUHIPOM, XapaKTePU3YIOMIUICS TpeKpameHneM MeHcTpyarnuii 1o 40 et u
TUTMOACTPOTEeHUEH. AyTOUMMYHHBIE MEXaHU3MbI UTPAIOT BAXKHYIO POJIb B pas-
Butuu [THS, 9T0 AMKTYyeT HEOOXOMUMOCTh YIIIyOJICHHOTO M3YUYCHHUS ITaTOTeHe-
TUYECKUX OCHOB U COBEPIIICHCTBOBAHUS JINATHOCTUIECKUX TIOAXOIOB.

Heab: O0OOIIMTE COBPEMEHHBIC JaHHBIC O MAaTO(QU3HOIOIMYSCKUX MeXa-
HU3Max pa3BuTHs ayTouMMyHHOM [THSI U OlleHUTh BOBMOXHOCTH CYIIIECTBYIO-
IIMX JHATHOCTUYECKUX MapKEpPOB.

IHaTtopusnonorus: AyTouMMyHHOE TOBpPEXK/IEHUE SIMUHUKOB CBS3aHO C Ha-
pyieHneM 6ananca T-KiIeToK, yBelnn4eHueM POAYKINHU ayToaHTUTeN B-kiet-
KaMH U CHIDKCHHEM aKTHBHOCTH E€CTECTBCHHBIX KHJUIEPOB, IPUBOASLIMM K
nuMdonHTapHOMy 00OPUTY U MOHOHYKJICAPHOI HHPHUIBTPAIIUH TeKa-KIETOK.
KiroueByto posib urpator aHtuoBapuaibHble antuTena (AOA) (B yacTHOCTH,
K Oera-cyobenunuue ®CI') u anTHTENa K CTEPOUANPOLYLUPYIOIMM KIETKaM
(SCA), Hapymaromye CHHTE3 MOJIOBBIX TOPMOHOB U KOPTH30JIA.

Jnarnoctuka: Jlnarnoctuka ayroummyHHoil ITHS mpencrasnser cnox-
HOCTh HU3-3a OTCYTCTBHUSI BBICOKOUYBCTBHUTEIBHBIX M CIELU(DUUHBIX CBIBOPO-
TOYHBIX MapKepoB ISl paHHETo BhIABICHHS oodopura. Ompenencaue AOA
MOYKET OBITh MOJIE3HBIM Ha PAHHUX CTaIUAX, OJHAKO OTPAaHMYEHO HU3KOM CIIell-
upunuHocteio. SCA, HampasieHHble NMpoTHB |7a-ruapokcunassl, P450scc u
21-ruapokcuiiasbl, BBISBISAIOTCS MPEUMYIECTBEHHO HA MO3JHUX CTAIUsAX, T0O-
CJIe 3HAYUTENBHOTO HCTOLIEHHS OBApUAIBHOTO pE3epBa.

CPABHUTEJIbHAA 3®PEKTUBHOCTb METOOB
NANAPOCKOIMUYECKOIo APUNITIUHIA ANYHUKOB
MPU CMNKSA: CACTEMATUYECKUIA OB30P

Cubupckas E.B."*’, Hukudoposa I1.0O. '?, Aunakynuena A.C. ',
Kupunaiosa FO.A.!, Mesenuyk U.A. !

! PIIKB — ¢punuan @®IAOY PHUMY um. H 1. ITupocosa Munzopaea Poccuu,
Mockea, Poccus

OIrAOY BO PHUMY um. H.U. IMupocosa Munzopaea Poccuu, Mocksa,
Poccus

S@I'BOY BO Poccutickuti ynusepcumem meduyunvt Munzopasa Poccuu,
Mockea, Poccus

Beeaenue: Cunmpom monuknucto3ubix sudHUKoB (CIIKS) — pacmpoctpa-
HEHHOE 3HAOKPHHHOE HapyIICHHE y JKCHIIMH PENpOLyKTHBHOIO BO3pacTa,
4yacTo MpuBOIsIIee K Oecrionuto. Jlamapockonuueckuil APHIUIMHT SHYHUKOB
(JIAA) — xupyprugeckuii Meron ctumymsanun oByisinuu mipu CIIKS, ograxo
onTuManbHast Mmetonuka JIJIS octaercs mpeaMeToM ITUCKYCCHI.

Henn: Ouenuts BIusHUE pazandHbix MeTonoB JI/IS Ha wacToTy oBynsanuwy,
HACTYIUIEHUS! OEPEeMEHHOCTH W JMHAMHUKY YpPOBHS aHTHUMIOIJIEpOBa TOPMOHA
(AMI') y manmentok ¢ CIIKS, pe3rcTeHTHBIX K KOHCEpBAaTUBHOM Teparuu, Ha
OCHOBE CUCTEMAaTHYECKOr0 0030pa JINTEPATyPHI.

MarepuaJsl 1 MeToAbl: CHCTEMaTHYECKH 0030p MyOnMKanuii B 6azax jgaH-
He1x PubMed, Scopus, Web of Science n Cochrane Library 3a nepuoz 1992-2024
rr. Kpurepun BKIIIOUEHHS: PaHIOMH3UPOBAHHbBIE U HEPAHIOMU3UPOBAHHBIC KITU-
HUYECKHE HUCCIIeOBaHUs, CpaBHUBaOLIME pasaununbie Metonsl JIS. Ouenusa-
JIMCh 9acTOTa OBYIIALINH, HACTYTUICHHUS OepeMEeHHOCTH U ypoBeHb AMI'.

Pesyabrarei: U3 257 nyOnukanuii oroOpano 34 uccnenosanus. JI/IS B
[ICJIOM NPUBOAUT K YBCJIMYCHUIO YaCTOTHI OBYJIALIMN U HACTYIJIICHUS GepeMeH-
HocTH y manueHTok ¢ CIIKSl, pe3ncTeHTHhIX K KOHCEpBAaTHBHOMY JICUEHHIO.
CTaTUCTHYECKHN 3HAYUMBIX Pa3Nuuuil B 9Q(EKTUBHOCTH PA3THYHBIX METOIUK
JIAS (;ma3epHas Koarymsius, SIEKTPOKOATYIISINUS, Pa3INYHOE KOJIMUECTBO KOa-
TYJIAIUOHHBIX TO‘IGK) BBISIBJICHO HE 6I)IJIO. OtMeueHna TCHACHI WA K CHUKCHUIO
yposast AMI nocne JIJIS, Tpebyromas aanbHeUIIero n3yyeHus.

BuiBoawi: JI/IS sBusterca 3GGeKTHBHBIM METOIOM CTUMYIISIIIUNA OBYJISIHH
y nauueHTok ¢ CITKS, pe3ncTeHTHBIX K KOHCEpBATUBHOM Tepanuu. J{s onpe-



JIeJIeHusT onTuManbHON crparernn JIJ[S HeoOXoamMbl manmpHElIne nccieno-
BaHUS, YUUTHIBAIOIINE WHANBHyaJbHbIE OCOOCHHOCTH TManueHToK. llepcnek-
TUBHBIM HalpaBJIeHHEM SIBJSIETCS OIeHKa aoirocpodHoro BimsHus JIJ[S Ha
OBapHAaNbHBIN pe3epB U PernpoayKTHBHOE 340poBbe. OnpeneieHne onTuMalb-
HBIX KpUTepueB orOopa manueHTok s JI/IS n mporHoctudeckux (pakropon
ycrexa MpoIeayphl MO3BOIUT MEPCOHAIM3UPOBATH MOIXO/bI K teuennto CITKSA
Y TTOBBICUTH APPEKTUBHOCTH BCTIOMOTaTEIBHBIX PETIPOYKTUBHBIX TEXHOIOTHH.

METABOJIMYECKUA CUHOPOM Y NOAPOCTKOB:
OHOOKPUHHbLIE ACNEKTbI U PENMPOAYKTUBHbIE
NOCNEACTBUA, ®OKYC HA CINKA

Cubupckas E.B. >3, AunakyaueBa A.C. ', Kupniiosa 10.A. ',
Huxudoposa I1.0. %, Meaenuyk U.A.', [lerpsiikuna E.E., -*

'PIIKE — punuan @TAOY PHUMY um. H.H. ITupozosa Munzopasa Poccuu,
Mockea, Poccus

2@Ir40Y BO PHUMY um. H.H. ITupocosa Munzopasa Poccuu, Mockea,
Poccusa

S@I'BOY BO Poccuiickuil ynusepcumem meouyunsl Munzopasa Poccuu,
Mockea, Poccus

Benenne: Merabonuueckuii curpom (MC) — KOMIUIEKC METa0OTMUSCKHIX Ha-
pyLeHui (MHCYITMHOPE3UCTEHTHOCTD, A0IOMUHATIBHOE O)KUPEHUE, AUCIHITHICMHS
W apTepuajbHasi THIIEPTEH3HSI), PACIPOCTPAHEHHOCTh KOTOPOTO HEYKIOHHO pacTeT
cpenu noapocTkoB. MC — pakTop pHcKa cepedHO-COCYANCTBIX 3a00IeBaHNH, ca-
xapHoro quabera 2-To THIA U HApYIIEHUH PENPOLYKTUBHON (DyHKIIMH.

Heab: OcBeTUTH POb YHAOKPUHHBIX HapylleHUu B naroreneze MC y nog-
POCTKOB U €TO BIMSHHUE Ha PENPOAYKTHBHOE 3I0POBbE, C AKLIEHTOM Ha (opmu-
pOBaHWE CHHIpOMa MOMUKNACTO3HBIX SHIHUKOB (CIIKS) y neBodek.

Matepuajbl 1 MeToAbI: O030p COBpEMEHHOMN JIUTEPaTyphl, MOCBAIICHHOM
HaTOreHe3y, JUarHOCTUKE U IMOCIEACTBUSIM MeTa00IN4eCKOro CUHIpOMa Y MoJ-
POCTKOB, C aKIIEHTOM Ha TOpPMOHAJIbHBIE, META0OIUYECKUEe HAPYLICHUS U pe-
IPOAYKTUBHBIE ACIEKTHI.

Pe3yabrarbl: B ocHoBe maroreHeza MC neXUT HHCYJIMHOPE3UCTEHT-
HOCTb, OOYCJIOBJIICHHAsi HapyLIEHHEM padOThl HHCYIMHOBBIX PELEHTOPOB,

M30BITOYHON TIPOAYKIMEH MPOBOCTANIUTENHHBIX TUTOKUHOB QIUTIOIUTAMU U
TeHETUYECKOH MpelipacioiioKeHHOCThI0. Pazsutiio MC MoTyT criocoOCTBO-
BaTh SHJIOKPUHHBIC HAPYIICHHSI, TAKHE KaK TUTIEPKOPTHIIN3M H ASPUITUT CO-
MaTOTponHOTro ropmoHa. MC TeCHO CBSI3aH C PENPOAYKTUBHBIM 30POBHEM
JIEBOYCK-TIOAPOCTKOB, MOBbIIas puck paszsutusa CIIKS, xapakrepusyroiie-
rocsl HApyIIEHUSIMH MEHCTPYaJIbHOTO IHKJIA, TUTIEPAHIPOTEHUEH M TIOTUKHU-
CTO30M SINYHUKOB. ['unepypukemus, accoruupoBantas ¢ MC, Takxe MOXET
HETaTHBHO BIUATH Ha -KIETKHA OCTPOBKOB JlaHTepraHca u cepaeqHO-COCyIn-
CTYIO CHCTEMY.

BeiBoabl: MeTabonudeckuii CHHAPOM Y TOAPOCTKOB — BayKHAsl mpobiema
COBPEMEHHOW IHAOKPUHOJIOTUU. PaHHSS AMATHOCTUKA U KOMILUIEKCHAs KOp-
peKIHsT METa0OMMICCKUX HAPYIICHUN (M3MEHEHUE 00pasza KU3HH U MeIuKa-
MEHTO3Hasl Teparusi) HEOOXOIUMBI JUIsS MPEAOTBPAIICHUS aCCONUUPOBAHHBIX
3a00JICBaHMH, BKIIOYast HAPYIICHUS PEPOIyKTUBHON QyHKIMHA. HeoOxommmbl
JalbHEHIe UCcCIe0BaHusl I BhIsiBIIeHNsT ipeankTopoB MC u pa3pabotku
3G GEKTUBHBIX CTpATEeTHil MPOQIIAKTUKN U JICYCHHUs, HAIPABICHHBIX Ha CHHU-
skerne prucka pazsutus CIIKS n gpyrux penpoayKTHBHBIX OCIIOKHEHUH.

HAPYLUEHUA MEHCTPYAJIbHOIO LIMKNA
Y OEBYLUEK-NOAPOCTKOB: 9HAOKPUHHbLIA BKNAL
U MYNbTUAUCUMNNUHAPHBIA NOAXOA K KOPPEKLIUK

Cubupckas E.B." >, Hukudoposa I1.0." >, AnnaxyueBa A.C. ',
Kupniosa FO.A'!, Menenuyk U.A.!

'"PIIKB — punuan @®IAOY PHUMY um. H.HU. ITupoeoea Munszopasa Poccuu,
Mockea, Poccus

@Ir40Y BO PHUMY um. H.H. [Tupocosa Munzopasa Poccuu, Mockea,
Poccus

S@I'BOY BO Poccuiickuil ynusepcumem meouyunsl Munzopasa Poccuu,
Mockea, Poccus

Brenenne: Hapymenust mencTpyansHoro nukiaa (HMLI) — pacnpocTtpanen-
Has mpo0rema y JeByIEK-II0APOCTKOB, YACTO aCCOLMMPOBAHHAS C IKCTPAreHu-
TaJbHBIMU 3200JIEBAaHUAMH, BKJIIOYAs SHAOKPUHHYIO MATOJOTHIO, BIHSIONIYIO
Ha PEeNpOAYKTUBHYIO (DYHKLHIO.



Heab: OueHuThs poib SHAOKPUHHBIX HapylleHuid B narorenese HMI y ne-
BYLIEK-IOAPOCTKOB U pa3padoTaTh aIrOPUTM MYJIBTHANCHUIIIMHAPHOTO TOIX0-
J1a K UX JUarHOCTHUKE U JICUCHUIO.

Marepuajbl 1 MeToAbl: PeTpocneKTHBHBIN aHanu3 AaHHBIX 120 neBy-
mek-nmoapoctkoB (13-17 net) ¢ HMI. MccnenoBanue BKIIOYANIO: THHEKOIOTH-
yeckoe oOcienoBanne, Y3W opranoB mMajoro taza, rOpMOHaJbHBIM CKPUHUHT
(®CT, JIT, sctpaauon, nponaktuH, TectoctepoH, TTIT, T4 cBoOomHbII), KOH-
CyJBTAIMK SHIOKPUHOJIOTA U APYTUX CHCIUATHCTOB, ICUXOJIOTHUECKOE TECTH-
posanue (HADS, CAH).

Pesyabrarei: Y OonmpmmHCTBA manueHTok ¢ HMII BeIsiBIIeHa coOmyTCTBY-
IOlIasl AKCTpPAareHUTalIbHAsl IATOJOTMs: 3a00JIeBaHMS IMUTOBUAHOW JKEJe3bl
(25%), KKT (30%), Bererococynucras auctonus (35%), oxupenune (15%) u
nepuut Maccel Tena (10%). Hambonee wacteie HMIL: aucmenopes (40%),
onmuromeHopest (25%), amenopest (15%). Y manueHToK ¢ HIOKPHUHHOM IaTo-
JIOTHEH OTMEYaluCh MOBBIICHHBIN YpoBeHb nponaktuHa (20%), CHUKCHHBINH
ypoBeHb sctpanuona (15%), moBbleHHBIH ypoBeHb TectocTepoHa (10%).
Ilcuxomornueckoe TeCTUPOBAHUE BBIIBUIIO MPU3HAKU TPEBOTH U JIEIPECCUU Y
60% neBymIex.

BbiBoabI: DHIOKpUHHBIE HapyIIEHUS UTPAIOT 3HAYUTEIbHYIO pOJb B pas-
Butin HMII y neBymek-nonpoctkoB. HeoOXomum MyabTHANCIMIUTAHAPHBINA
MOJIXOJI, BKJIFOUYAIOIIUNA KOHCYJIBTAllUA TMHEKOJIOra, YHAOKPUHOJIOra U APYTHUX
crienuanucToB. KomruiekcHoe oOcienoBaHie W MEpCOHAIN3UPOBAHHBIN TOJ-
0op Tepamuu ¢ Y4eTOM COIYTCTBYIOLIEH MaTONOIMU U MCUXOIMOLMOHAIBHBIX
0COOEHHOCTEH TIO3BOJISIIOT ONTHMU3ZUPOBATH PENPOAYKTHBHOE 310POBBE JCBY-
LIEK-IIOAPOCTKOB. PaHHSA THarHOCTHKA M KOPPEKLUS YHAOKPUHHBIX HApyIle-
HUI BaKHBI Kak (akTopsl npenotepamieHist HML] 1 cBsi3aHHBIX ¢ HUMU penpo-
JIyKTUBHBIX MIPOOJIEeM B OyIyIIEeM.

NPEXAEBPEMEHHAA HEAOCTATOYHOCTb ANYHUKOB
MPU FTANAKTO3EMWUU: KNUHUKO-TOPMOHANBbHbIA NPO®UIb
W ONbIT 3AMECTUTENbHOW TOPMOHANBHOW TEPAMUA

Cuoupckas E.B. >3, Kapauenuosa U.B." %, AunakyimeBa A.C. !,
Kupuutosa 10.A.!, Hukudopora I1.0." 2, Mejenuyk H.A.},
Ierpsiikuna E.E. "4

'PIIKE — punuan @®TAOY PHUMY um. H.H. ITupozosa Munzopasa Poccuu,
Mockea, Poccus

@IAOY BO PHUMY um. H. 1. ITupocosa Munzopaea Poccuu, Mocksa,
Poccus

SOI'BOY BO Poccuiickutl ynusepcumem meouyunsl Munzopaea Poccuu,
Mockea, Poccus

‘OIA0Y BO PHUMY um. H.U. ITupozosa Munzopasa Poccuu, Mocksa,
Poccusa

BBenenne: Knaccuueckas ramakrozemust (KI') — HaciemcTBeHHOE Hapy-
HIeHHEe MeTadoNiM3Ma TalaKTO3bl, aCCOLUMUPOBAHHOE C NEPHUIUTOM TalaKTO-
30-1-docdarypununmunrpanchepassl (GALT). HecMoTpst Ha paHHIOIO AMATHO-
CTHKY M IHETOTEPAIHIO, Y MALMEHTOK YacTO Pa3BUBACTCS HMPEXKICBPEMEHHAS
HenoctarogyHocTh ssuaHuKOB ([THS). [lannsie o ¢peprunsnoctn nipu 1THS, ac-
couunpoBanHo# ¢ KI, mpoTHBOpEeYHBEI, YTO TUKTYET HEOOXOAMMOCTD ONTUMH-
3allM¥ MTOJXO0/I0B K JUarHOCTHKE U BECHUIO TallMeHTOK.

Hean: [Ipoananu3upoBarh KIMHUKO-TOPMOHAIBHBIE ocobeHHocTH [THS y
nanuenTok ¢ KI' Ha mpuMepe KIIMHUYECKOTO CiIydast U OLIEHUTh TUHAMUKY Top-
MOHAJILHOTO CcTaTyca Ha (DOHE 3aMeCTUTENbHOM ropMoHansHoU Tepanun (31°T).

Matrepuajnbl 1 MeToabl: OnucaHue KIMHUYECKOTO Ciiydyas MalueHTKH A.,
13 net, ¢ KI' (romo3urornas myranus Q188R B rene GALT), nuarHoctupo-
BaHHOH B Bo3pacte 3 Hexenb. [IpoaHanu3upoBaHbl AaHHBIC aHaMHe3a, GpU3M-
KaJbHOTO O0CIeoBaHus (OIEHKa CTaJiH TOJIOBOTO pa3BUTHA 1o TaHHeEpy),
pesynsTarsl ropMmoHanbHoro odcnenosanus (JII, CI, acrpannon, AMI) no u
Ha one 3I'T (3cTpaanona Banepar).

Pesyabrarel: ¥V manuenTtku A. B Bo3pacte 11 et AMarHoCTHPOBaH rUIep-
roHaJaoTponHbli runoronanusM. Hagara 3I'T sctpaanona Baneparom. Ha done
3I'T nabnroganack TMHAMUKA TOPMOHAIIBHBIX ITOKa3aTeliell (CHIKEHUE ypOBHEH
JII" u OCT,, nmoBeIeHne ypoBHS dCTpaanona). Yepes 6 mMecsieB mocie Havdana



3I'T AMI cocraBuin 0,08 ar/min. OnHako depe3 1 rog u 5 MecsieB OoT Hadasa
3I'T ypoBHUM TOHAIOTPOIIMHOB BHOBb BO3POCIH, IIPH 3TOM ACTPAIAMOIN OCTaBAII-
csl B Mpenerax IeNeBhIX 3HadeHuid. [Ipu ocMOTpe COOTBETCTBHE POCTOBBIX U
myOepTaTHBIX TTOKa3aTenel BO3pacTy.

Oo6cy:xnenue: Knuauueckuii cirydail 1eMOHCTpUpYeET BapruabeIbHOCTh TOp-
moHnanbHoro otBera Ha 3I'T y manuentok ¢ [THS Ha ¢one KI. Hecmorps Ha
nepBoHauanbHyo 3¢dexruBaocTs 3['T B momaBieHHHM TOHAIOTPOIIMHOB, CO
BpeMeHEM HaOIIolaeTcsl TEHACHINS K WX MOBBIIIECHHUIO, YTO MOXET OTpakaTh
MPOTrPecCUPOBAHUE STUUHUKOBON HETOCTATOUHOCTH W/MITM CHHYKCHUE UYBCTBH-
TEIBHOCTH K 3K30T€HHBIM 3cTporeHaM. Kpaiine Huskuii yposens AMI' mon-
TBEPIKJaeT 3HAYUTENbHOE CHIKEHHNE OBAPHAILHOTO Pe3epBa.

BeiBoabl: Pannss nuarnoctuka u cBoeBpeMeHHas 31T BakHbI AJ1s MalueH-
tok ¢ KI' u [THS1. HeoOxoanM TimarenbHbI MOHUTOPUHT TOPMOHAIBHOTO CTaTyca
Ha (one 3I'T anms KOppEeKIUH MO3BI SCTPOTEHOB U TOMECP)KaHUS ONTHMAITEHON
SHJIOKPUHHON (QyHKIMY. BakHo WH(GOPMHUPOBATH MAIIMEHTOK U X CEMBU O BO3-
MOYXHOM CHIDKEHHH (epTHIBHOCTH W BO3MOXXHOCTH KPHOKOHCEPBAIUU TKaHU
SIMYHUKOB JIJISI COXpaHEHUs PeTpoAyKTHBHON GyHKImH. JlanpHeime uccnemno-
BaHMS HEOOXOIMMBI JUTs TOHUMaHUs MexaHm3MoB pa3sutust [IHA npu KI™ u paz-
pabOTKM ONTHMANBHBIX CTPATETHH COXPaHEHHS PEMPOYKTUBHOTO 37I0POBBSL.

AHOPOTEHMPOAYUUPYIOLLAA OMYXOJib ANYHUKA U3 KIETOK
CEPTONU-NEUOUIA: KTMHUYECKUWU CITYYAU, OCOBEHHOCTU
ANATHOCTUKU U NNEYEHUA

Cubupckas E.B. 23, AunakyimeBa A.C. !, llerpsiiikuna E.E. -2,
Kupuiiosa FO.A.!, Hukudoposa I1.0. -2, Menenuyk U.A. !

'PIIKB — ¢punuan @IA0Y PHUMY um. H.U. [Tupocosa Munzopasa Poccuu,
Mockea, Poccus

@IAOY BO PHUMY um. H.U. [Tupozosa Munzopasa Poccuu, Mockea,
Poccus

SOI'BOY BO Poccutickuti ynusepcumem meduyunsvt Munzopasa Poccuu,
Mockea, Poccus

BBenenne: Omyxonu smaanka u3 kiaetok Cepronu-Jleiimura (OCJI) — pen-
KM€ HOBOOOpPa30BaHUS, MPOMYIIUPYIOIINE aHIPOTEHBI U BHI3BIBAIOIINE BUPHU-
TU3ann0. 3HAUYCHUE ATUX OMYXOJIeH OmpenesseTcs WX BIUSHUEM Ha TOPMO-

HaJIbHBIM CTAaTyC M Kaue€CTBO JKU3HU NAllMEHTOK, OCOOCHHO B IOAPOCTKOBOM
BO3pacTe.

Heab: IlpencraBuTh KIMHUYECKUM CIydail aHAPOreHIPOAYLUPYIOLIEH
OCIJI simunuka y 16-meTHell ManMeHTKH, aK[eHTHPYsl BHUMaHue Ha 0COOCH-
HOCTSIX JUArHOCTUKH, XUPYPTrUYECKOTO JICUCHNS U JUHAMHKE TOPMOHAJIBHOTO
craryca.

MarepuaJjbl 4 MeTOAbI: AHAJIN3 aHaMHe3a, KIMHUYECKOTO OCMOTpa, Ja-
OOopaTopHBIX JaHHBIX (YPOBHHU TECTOCTEPOHA M APYTHMX ropMoHOB), Y3U op-
raHOB MaJIOr0 Ta3a U FMCTOJOTHYECKOTO HCCIIEJOBAHNUS YIaJICHHON OMyXOIH.

Pe3yabTarbl: YV 16-meTHEW MalMEHTKU C CUMIOTOMAaMH BUPUIIU3AIUU HA
OCHOBAHMM KIIMHUYECKUX, JTA0OPATOPHBIX M YJIBTPA3ByKOBBIX JaHHBIX ObLia
JIMarHOCTUPOBAHA AHJIPOTCHIPOAYLUPYIOUIAs OMyXOJb SUYHHUKA. BrImonHe-
Ha JIamapoCKOMMUYECcKas CaJlbIIUHTO-00(OPIKTOMUS CIIpaBa, MOCIe KOTOPOH
OTMEUEHO CHIKEHUE YPOBHS TECTOCTEPOHA B MUHAMHKE. [ MCTOIOTHYECKOE
MCCJIeIOBAaHUE TOATBEPIUIIO JMArHO3: HU3Koau(DpepeHupoBaHHAs OMYX0Jb
u3 kaetok Cepronu-Jleinura.

BoiBoabl: IlpeacraBiaeHHbIN ciaydail mOIYEPKUBAET BAKHOCTh CBOEBpE-
MEHHOH OUAarHOCTHKH M XHUPYPrH4ECKOTO JICUEHHUS aHAPOTCHIPOLYLHUPYIO-
uux OCJI suuHukoB. OnpeneneHue ypoBHEH TECTOCTEPOHA U APYTUX TOPMO-
HOB — KJIFOUEBOM 3Tall JUarHOCTUKH. Jlanapockonuueckast XUpyprus siBIsSeTCs
3¢ dEKTUBHBIM METOJIOM JICUCHHUSI, O3BOJISIIOIINM CHU3UTh YPOBEHb aHIPOTe-
HOB M yIyUIINTh KauecTBO XH3HU. HeoOXoaumo nanbpHeiee usydeHue 01o-
JIOTHYECKUX OCOOEHHOCTEH 3THX OIyXoJyieH ISl pa3pabOTKH ONTHMAJbHBIX
CTpaTeruii JeyeHusi, OCOOCHHO IPU METACTAaTHUECKOM MJIH PELUIUBUPYIOILEM
nporecce.



BINMUAHUE OE®ULUNTA MACCbI TENNTA HA 3HOOKPUHHYIO
PErynsauuio n PENPOAYKTUBHOE 30OPOBbLE NEBOYEK-
NOAPOCTKOB: OB30P JAHHbIX

Cuodupckas E.B."%, Anunakyaunesa A.C.!, [lerpsiikuna E.E."?,
Kupuutosa 10.A.!, I1.0. Huxkudoposa 2, Meaenuyk H.A. !

'PIIKE — punuan @®TAOY PHUMY um. H 1. ITupozosa Munszopasa Poccuu,
Mockea, Poccus

2@IA0Y BO PHUMY um. H.H. ITupoeoea Munzopasa Poccuu, Mockaa,
Poccus

SOI'BOY BO Poccuiickutl ynusepcumem meouyunsl Munzopaea Poccuu,
Mockea, Poccus

Beenenne: PenponykTHBHOE 3710pOBBE AEBOUEK-TTOJPOCTKOB — KJIFOUEBOH T10-
KazateJb 3710poBbs nonyisiwn. legumut maccsr tena (JAMT) — 3Haunmas mpo-
6nema, Hapymaromas (yHKIIMOHUPOBAHUE THITOTATIaMO-TUTIO(U3apHO-TOHATHOM
(I'TT) ocu u, kKak cinencTBHe, penpoAyKTUBHOE 310poBke. HenocratouHoCTh Ku-
POBOH TKaHHW, CHU)KEHUE BBIPAOOTKHU JICITHHA U TIOJIOBBIX TOPMOHOB HETaTHBHO
BIIMSIIOT HAa CTAHOBJICHUE PENPOAYKTUBHON (QDYHKIIMH.

Hean: Ouenuts Bausaue JIMT Ha 5HIOKpUHHBIE MEXaHU3MBI PETYIISLMN pe-
NPOAYKTUBHOTO 30POBbS J€BOYCK-TIOIPOCTKOB U €T0 KIMHUYECKYIO MaHHpecTa-
LUIO.

MarepuaJibl 1 METOABI: AHAITU3 OTEUECTBCHHOW U 3apy0e)KHON JTUTEPaTyphI
(KOTOPTHBIE MCCIIENOBAHMUS, «CITy4aii-KOHTPOIIbY, CUCTEMaTHIecKre 0030phI) 3a
2018-2024 rT. 3 PubMed, Medline, CyberLeninka, Google Axamemust, Cochrane
Library (43 crarbn).

Pesyabrarbi: JIMT HapyliaeT skcTparoHaJHbld CUHTE3 TOJIOBBIX TOPMOHOB
B JKHPOBOH TKaHU, MPUBOMAS K CHIDKEHUIO 3CTPOTCHOB M HAPYIICHUIO OOpaTHOM
cBs3u B [ TT-cucreme. CHIKEHUE JICNTUHA, TOPMOHA, PETYIUPYIOIIETO HACKIIIIEe-
HUE U ABISIOLIETOCS MEIUATOPOM MEXIy KUpoBOHM TkaHbro U ['TT-cucremol,
HEraTUBHO BJIMSIET HA CUHTE3 MOHAJAOTPONUH-pUIM3UHT ropmoHa, JII' u OCI.
Kimmanuecku 310 NposIBISETCs 3a1€PKKOM TI0JI0OBOTO CO3PEBAHUS, HAPYLLIEHUSIMU
MEHCTPYaJIbHOIO 1IMKJIa, aHoByisiue. [lomumo IMT, nist ouleHKH coCTosHUA
MUTAHUS U COCTaBa Tella 1esIeCO00Pa3HO UCIIOB30BaTh OKPYKHOCTD ILjIeya, Ka-
JUIEPOMETPHIO Wi OnonmnenancomeTputo. Y neBodek ¢ JIMT naGnromaercs
3aIepKKa Pa3BUTHUS BTOPHYHBIX TTOJIOBBIX IPU3HAKOB 1 O0JIee O3 THEe MEHApXe.

BeiBoawl: IMT y neBOYEK-TTIOAPOCTKOB — BaXKHBIN (DaKTOp pHCKa IHJIO-
KPUHHBIX HApYIICHWH W PENpoAyKTHBHBIX TpobieM. PaHHSAS nuarHocTuka
JMT, oLieHKa TOPMOHAIBHOTO CTATyCa U KOPPEKLUS BBISBICHHBIX HAPYIICHUN
HEOOXOMMBI JJ1s1 HOPMaJIbHOTO CTaHOBICHHS PeNpOAYKTUBHOHN (hyHKuuu. Tpe-
OyroTcs JajbHEHIINE UCCIICAOBAHMUS sl Pa3paOdOTKU ONTUMAJIBHBIX CTpaTerui
IPO(QUIAKTUKY U JICICHUSI.

QHOOKPUHHbLIE U TCUXO3MOLIMOHAIIbHbLIE ACMNEKTbI
PENPOAYKTUBHOIO 340POBbA AEBOYEK-NMOAPOCTKOB:
MEXOUCUMUNNUHAPHbIV B3rnsaa

Cubupckasn E.B. 23, Hukudoposa I1.O. 2, Aunakyauena A.C. !,
Kupuutosa 10.A.!, Meaenuyk H.A.!

'PIIKE — punuan @®TAOY PHUMY um. H.H. ITupozosa Munzopasa Poccuu,
Mockea, Poccus

QIrAOY BO PHUMY um. H. 1. ITupocosa Munzopasa Poccuu, Mocksa,
Poccus

S@I'BOY BO Poccuiickutl ynusepcumem meouyunsl Munzopaea Poccuu,
Mockea, Poccus

Breaenue: Hapymenust mencTpyansHoro mukia (HML) — pacnpocTpanen-
Hasi MpolyieMa PENPOYKTHBHOTO 3/I0POBbBSI J€BOYEK-TTOJIPOCTKOB, CYIIECTBEH-
HO BIUSIONIAsl HA WX 3MOIIMOHAJIBHOE COCTOSHME W JINYHOCTHOE pa3BuTHe. B
MOAPOCTKOBOM BO3pacTe MCHXOAMOIMOHAJbHbBIE (PaKTOPhl TECHO CBSI3aHBI C
TOPMOHAJIBHOW peryssiuueil penpoayKTUBHONH CHUCTEMBI, YTO OOYCIIaBIMBaET
HEOOXOIUMOCTb KOMIUIEKCHOTO MEKIMCLUILIMHAPHOTO MOAX0AA K JUAarHOCTH-
K€ U JICUECHUIO.

Heanb: [Ipoananu3upoBaTh B3aUMOCBSI3b YHIOKPUHHBIX HAPYIICHUN U TICU-
XOOMOITHOHAIIEHBIX 0COOCHHOCTEH Y AeBOUYCK-TIoApocTKOB ¢ HMII mist omrm-
MM3aLHUU CTPATETUN BEICHHUS.

Marepuaabl u Metoabl: O030p auTepaTypsl B 0azax maHHBIX PubMed,
Google Scholar, eLibrary, Mo KIto4eBbIM CIIOBaM: «HAPYIICHUS MEHCTPYallb-
HOTO IIUKJIa», «IOAPOCTKOBBIN BO3pPACTay, «IMOIMOHAIBHBIE 0COOCHHOCTHY,
«JIMYHOCTBY, «IHIOKPHHOIOTHS», «THIIOTAJaMO-THIIO(PH3apHO-ITHIHHKOBAS
CUCTEMaY.



Pesyabrarei: HMI y 1eBo4eK-MOAPOCTKOB YACTO aCCOLUUPOBAHBI C MOBBI-
LIEHHOH TPEBOKHOCTBIO, AMOLMOHAIBHON HEyCTOWYMBOCTBIO, MEXIJIMYHOCT-
HOW CEHCHUTHBHOCTBIO W IpU3HaKaMu aerpeccun. Heszpenocts npedpoHTansb-
HOH KOpPBI TOJIOBHOTO MO3ra 3aTpyJHsET MPOU3BOJIBHYIO PETYISLUI0 SMOLMH,
yBEJIUYMBas BOCHPUMMYHMBOCTh K IICHXOCOLMAIBHBIM cTpeccaM. llarorenes
HMII npexncrapnsier coO0# CIOKHYIO B3aUMOCBSI3b IICUXUYECKUX M COMaTHYIe-
cKuXx (aKToOpoB, IIi€ TOPMOHAIbHBIE HAPYILIEHHUS MOT'YT IPOBOLMPOBATH AIMOLIU-
OHaJIbHBIE PACCTPONCTBA, U HaoOopoT. Hapymenus B runoranamo-runogpusap-
HO-SIMYHUKOBOH CHUCTEME NMPUBOIAT K HECTAOMIBLHOCTH TOPMOHAIBHOTO (hOHA,
yCyTyOIIsisi SMOLMOHANBHYIO JTa0MIbHOCTb.

BuiBoawi: KomiuiekcHoe BeneHue JeBodek-noapoctkoB ¢ HMIL TpeOyer
MYJIBTUAUCUUIUIMHAPHOTO IMOJX0Ja C y4acTHeM 3HJIOKPUHOJIOTOB, THHEKOJIO-
TOB, IICUXOJIOTOB U, TPH HEOOXOTUMOCTH, IICUXUATPOB. Ba’KHO y4HUTHIBATH, KaK
9H/IOKPUHHBIE aCTIEKTHI, TAK U TICHX03MOLMOHAIBHBIE 0COOCHHOCTH MAlEHTOK.
PanHssg muarHocTHKa ¥ KOPPEKLUS TOPMOHAIBHBIX HApYIIEHNH, a TAK)Ke TICUX0-
TepareBTUYECKas IOMOILb, HAIPaBJICHHAS Ha CTA0MIN3AIUI0 SMOIIMOHATIBHOTO
¢doHa 1 GpopMUpOBaHUE aACKBATHBIX KOMMMHT-CTPATEruii, CIOCOOCTBYIOT YiTyud-
IIEHHUIO PETIPOAYKTUBHOTO 3/I0POBBS U KayecTBa *KHU3HU. bynymue nccnenosa-
HUSI IOJDKHBI OBITH HAIIPABJICHBI HAa W3yYeHHE CHEenU(UIECKUX TOPMOHAIBHBIX
npoduiei 1 pa3paboTKy MepCOHATM3UPOBAHHBIX MOAX0A0B K jeuenuto HMI] ¢
YYETOM MCHUXOAMOIIMOHATIBLHBIX 0COOCHHOCTEH.

TECTUPOBAHUE HA AHTUTEJIA K BETA-KINIETKAM B IETCKMUX
OHAOOKPUHOJNOIMNMYECKNX CTALLMUOHAPAX B PAMKAX OMC:
MEOUUMHCKUE, COUUNATIBHBIE N SKOHOMUYECKUE ACTIEKTbI

Merpsiikuna E.E.!, Iémuna E.C.', Bapckas M.A.!, Boponuosa WU.T".!,
Kom6aposa A.C.!, MarBeeBa U./1.', Illapud:kanosa E.M.',
KosiecuuxoBa E.A.!, Taaumos P.P.!, Tumogeen A.B.!, Poiokuna NU.I'.%
I'apsiesa U.B.%, boiiuyk F0.A.%, Baxuuna A.W.%, larost Y.B.%
Kynakosa E.I'%, Illumaposa A.B.%, IlIpénep E.B.2, Kosiomuna WU.T",
Bbykun C.C.°, Bonnapenkosa E.B.°, PanosioBa F0.A°.

'"PIIKB — ¢punuan @IrA0Y BO PHUMY um. H.U. ITupoeosa

Munszopaea Poccuu (Ilupozosckuii Ynusepcumem), Mocksa, Poccus

2 I'BY3 «Mopo3soeckas JITKE J[3M», Mocksa, Poccus

3 T'BY3 «IT'’KE um. 3.A. Bawnsesoui J{3M», Mockeéa, Poccus

Bpauam »HIOKPHHOIOTHYECKUX OTAETCHHIA JETCKUX OONBHUIl €KEITHEBHO
TIPUXOMINUTCS PelIaTh CIEAYIONINE 3a/1auu:

— Kak OTIMYUTH caxapHblil nuadet 1-ro tuna (C1) ¢ Heu€TKON KIMHUYECKOM
KapTUHOM oT Apyrux tunos CI?

— Kak OTJIMYUTH CIIy9allHO BBISBJICHHYIO TPAH3UTOPHYIO THIIEPTIIMKEMHUIO OT
TUINEPIIINKEMHUH, SBIISIOLIEHCS MPOSBIEHUEM AOKIMHUYecKoi cranuu CI17?

— KakK OTIMYHUTH HAPYIICHUE TOJEPAHTHOCTU K TIIFOKO3¢ Y MAIlMCHTa C U30bI-
TOYHBIM BECOM, BBI3BAHHOE MHCYJIMHOPE3UCTEHTHOCTHIO, OT MEPBOTO CUM-
nroma CII1?

— Kak yoemuth poaurenei pedéuka ¢ C/[1 B mpaBUIbHOCTH KIIMHUYECKOTO M-
araosa?

— Kak Jokazare poautensiMm pedénka ¢ C/I1, uro sTo 3aboneBaHne BHI3BAHO
ayTOMMMYHHBIM pa3pylieHHEM B-KIETOK, U eIMHCTBEHHBIM CIOCOOOM Jieue-
HUSI SIBJISIETCS] HHCYJIMHOTEparus?

Pemuth Bce »TH 3a7auu moMoraeT TectTupoBanue Ha anTturena (AT) k pas-
JUYHBIM aHTUTEHaM [-KIETOK — riryTamaraekapookcunaze (GADA), tupo-
suHdocharaze (IA-2A), Tpancnioprepy muHKa Trma 8 (ZnT8A), 0CTpOBKOBEIM
xietkaM (ICA). Io 2019 roma tectsl Ha AT BBITIOTHSUIHCH MTOYTH HCKITFOYH-
TEIHPHO B KOMMEPUYECKUX KIMHHUKO-AHarHoctudeckux jadoparopusx (KJI),
U miatwiy 3a HuX pogutenu namueHtoB. C 2019 ropa B K/IJI Mopo3oBckoit



AI'KB Bnepsbie B Poccuu 3TH TeCThl A TOCHUTAIU3UPOBAHHBIX MALIMEHTOB
cTany BBITONHITECS B pamMkax OMC. Heckonmbko IMO3KE K 3TOMY MPHIILIH
HMMUII supoxpunonoruu, PIIKB u AI'Kb um. 3.A. banuiseBoii.

3a mepuon ¢ suaBaps 2019 mo okta6ps 2025 roma Toasko B MOpPO30BCKOMA
AI'KbB, PIKb u AI'Kb um. 3.A. banuiseBoii ObUTH BBITIONHEHBI TeCTHl Ha AT
g 4429 manuenTos, B ToM unciie 4429 tectoB ICA, 1497 GADA, 1424 TA-2A
u 157 ZnT8A. Oburue 3arparsl BceX TPEX OONBHUI] Ha BCE TECTHI COCTAaBWIIH (B
CETONHSNIHMX TIeHaX) IPUMEPHO 13 MIJITHOHOB pyOJIei, TO €CTh B CPEIHEM I10
2935 py0. Ha maryenTa.

Bo3HuKaeT 3aKOHOMEPHBIM BONPOC: HACKOJIBKO LIEIEeCO00pa3Hbl U OINpaB-
JAHHBI TaKWe 3aTpaThl, MPEXIe BCEro C MEIUIIMHCKOM W COIMaIbHOW TO-
yek 3peHuss. YToObl OTBETUTH Ha STOT BONPOC, MBI MPOBEIM aHKETHPOBAHHE
18 Bpaueii-nerckux sHA0KpuHOI0roB Mopo3zosckoit JAI'Kb, PIIKb u [AI'Kb
uM. 3.A. banuiseBoil. AHkera BKitouana 29 BomnpocoB. HekoTopeie U3 HUX U
COOTBETCTBYIOIUE «CPETHECTATUCTHUECKUE)» OTBETHI Mbl IPUBEIEM 31ECh.

Bomnpoc: Eciu pe6€nky nocrasnen quaraos «CJI 1-ro Tuma, BrepBbie BbI-
SIBIICHHBIN, 06e3 ocmoxkaerui» (kog MKbB-10 E10.9), To ckoJbKO MPOIEHTOB
ponuTeneil TpeOyIOT JAOMOJHUTEIBHBIX JJOKa3aTeNbCTB MPaBUILHOCTH AMAar-
Ho3a?

OtBeT: 74% pomuteneii.

Bonpoc: Eciu pe6€nky nocrasien auarHos «C/l 1-ro Tuma, BriepBbIe BbI-
SABIIEHHBIH, 0e3 ocnoxxueHui» (kog MKb-10 E10.9), To xak gacto vHanmuune AT
yOex1aeT pouTelicii B MPaBWIBHOCTH JTUarHo3a?

OtBeT: B 84% cnydaes.

Bomnpoc: B kakom npouenre ciyyaeB poaurenu nauuenta ¢ CJ 1-ro tuna
MTO-HACTOSIIEMY 0CO3HAIOT, uTo Hanmnaue AT y ux peOeHKa JeHCTBUTEIIBHO TO-
BOPHUT 00 ayTOUMMYHHOU MPUPOJIE €ro 3a00IeBaHUs?

OtBeT: B 67% cmydaes.

Bomnpoc: UysctByere mu Bol cebst 6oee yBepeHHO, JOKa3bIBask POAUTEISIM
npaBUIBbHOCTH Auaruo3a CJ] 1-ro tuma y ux pedeHKa, U pacrojaras IpH 3TOM
MOJIOKHUTETHHBIMHU pe3yabTaTaMu TecToB Ha AT?

OtBet: /la (Tak otBeTriu 17 u3 18 Bpaueii).

o pe3ynpraram aHKETHPOBAHHS MBI 3AKITFOYHIIH, YTO TECTUPOBAHUE MTAIHEH-
TOB JETCKUX SHAOKPUHOIOIHYECKUX cTaroHapoB Ha AT B pamkax OMC BnonHe
OTIPaBJAHHO W MPHUHOCHUT HEMATYIO TTOJTb3Y TAIMEHTY, €TO POAMUTEISIM H BpadaMm.

NMPUOBPETEHHASA TEHEPAJIU3OBAHHAA NMUNOANCTPO®UA
C MPEUMYLLECTBEHHbIM NMOPAXEHMEM MNEYEHW:
KNAHNWYECKOE HABJTIIOAEHUE

Tuxonosuy FO.B'>3, Jinimesa AW

!@IA0Y BO «Ilepsviti MITMY um. U.M. Ceuenosa

(Ceuenosckuii ynusepcumem)y, Mockea, Poccus

OI'BHY «Meouko-eenemuueckuil HayuHblil yenmp

um. akademuxa H.I1. Boukosay Munobpuayku Poccuu, Mocksa, Poccus
SOIAOY BO «PHUMY um. H.U. [Tupozosay, Mocksa, Poccus

BBenenue: ['enepammszoBannas mumnonuctpodus (IJI) — opdannoe 3a60-
JIeBaHUE, XapaKTepu3ylolleecs NPOrpecCUpyIOUIeld TMOTepeld IOAKOXKHO-
JKUPOBOH KJIETYATKH, SKTONNYECKUM OTIIOKCHUEM JIMITUA0B U Pa3BUTHEM TSIKe-
JBIX META0ONNYECKUX HapyleHUH. 3a0o0jeBaHNE MOXKET OBbITh BPOXKIEHHBIM
wm npuodpeTéHHbIM. Bpoxaenusie dhopmel mumonuctpodun (JIJ]) csa3anbl
C TEHETHYECKH IeTePMUHUPOBAHHBIMY e eKTamu agumorenesa. [Ipuodperén-
Hasi TeHepanu3oBaHHas junonuctpodus (IIIJIJ]) gacto coderaercs ¢ Takoi
AayTOMMMYHHOM NaTOJIOTHeH, KaK ayTOMMMYHHBIN T'€[IaTUT, CUCTEMHasl KpacHast
Bormyanka (CKB), oBeHHIIBHBIN AepMaTOMUO3UT, PEBMATOUTHBIA apTPUT U Jp.,
OJJHAKO TOYHAs ’THOJIOT M 3a00J1€BaHus 0CTaETCsl HEM3BECTHOM. Bhinenstor Tpu
knuHngeckne popmer [IIJIJ]: ayronMMyHHas, TAaHHUKYJIUT-aCCOIIMAPOBAaHHAS
Y UIUONaTHYECKasl.

ITomuMo TOTaNBHON MOTEpU MOAKOXKHON kupoBoil kineryarku (IDKK), IJ1
9acTO COMPOBOXKIACTCS TKENBIMU HAPYIICHUSMHU YIJIEBOAHOTO U JIMITHHOTO
oOMeHa, pa3BUTHEM HEaJIKOTOJIBHOM KUPOBOH OOJNE3HU TIEYCHU U ITOPAKECHUEM
CepAEeYHO-COCYAUCTON cucTeMbl. IIporpeccupoBaHue cTeaTorenarura IpuBo-
JUT K pa3BUTHIO PUOPO3a U HUPPO3a [IEUCHH B MOJIOIOM BO3PACTE, YTO TUKTYET
HEOOXOMMOCTh paHHEH TMarHOCTUKU 3a00JI€BaHNUs U CBOEBPEMEHHOIO Ha3Ha-
YeHHs MaTOTeHEeTUYECKON Tepanui.

[IpencraBneHHbI KIMHUYECKUM Cy4yall WIUIFOCTPUPYET TEUEHUE HIMONa-
TUYECKOH (hOpMbI MPHOOPETEHHON T'eHepaln30BaHHON JINIOAUCTPOPUU y pe-



0¢nka 8 meT ¢ panHell MaHumdecTanuel 3a00IeBaHUS W TPEUMYIIECTBEHHBIM
HOpaKEHUEM TIEYCHH.

MarepuaJbl u MeToabl: KiinHnko-1a00paTopHOE 00C/IeI0BAaHUE MMAlUEHTA
MIPOBOAMIIOCH B OTAEICHUU NETCKON dHAOKpUHONOTHH «CEe4eHOBCKOTO LIEHTPa
MaTtepuHcTBa U ferctBa I. Mocksa (CLIMu/l). MosnekynsipHO-TeHeTUIECKOE UC-
cnenoBanue — B MI'HII um. akagemuka H.I1. boukosa.

Kunnnueckuii cayuaii: ITaupent 8 nmer. C 2 ner — mporpeccupyromas
noteps [DKK, ymenpiienne o0b&ma SITOINI, CKIAT4aTOCTh KOXKH, YCHICHHE
BCHO3HOTO PUCYHKa Ha Horax. I1o JTaHHBIM TaHAEMHOW Macc-CHEKTPOMETPHH
(TMC) mapymennii oOMeHa aMUHOKHCIIOT, OPraHUYECKHUX KHUCIOT U 1e(heKToB
[B-OKMCNIeHUs KUPHBIX KHUCIOT HE BBHIABIEHO. [10THOE CEeKBEHMPOBaHUE JK30-
Ma — 0e3 M3MEHEHUH, OOBSICHIIOMNX (PEHOTHIT 3a00JICBaHMS.

C 5 mer — remaTtocIICHOMETalus, TOBBIICHHE aKTUBHOCTU TMEYCHOUYHBIX
TpaHcaMuHa3. VICKITIOUEHBI CUCTEMHBIE 3a00JICBaHUST KPOBH, IIOPAKCHHE T1eYUe-
HU B paMKax HACJICJICTBEHHBIX CUHPOMOB, a TAK)KE NH()EKIIMOHHOTO U ayTOUM-
MYHHOTO TeHe3a. KOHCynbTHpOBaH T€HETHKOM: 3aro[03peHa JTUIMOTUCTPOhUs
HEYTOYHEHHOM ATHOJIOTUU.

B 7 net maruent rocnutanmsuposad B CLIMu/l ¢ sxanobamu Ha cyOTOTaIh-
ueiid nedumut [DKK, TyromonBmkHOCTE CycTaBOB, yBeTHIEHHE 00bEMA KIBO-
ta. [Ipu obcnenoBarnu: runeprpurunepuaeMus (2,16 MMOIB/IT), TOBHIIIEHNE
tparcamuHas (AJIT —281-300 Ex/n, ACT — 115-120 En/n), runepuHcynnHeMus
1o 43.,8-45,0 mxEn/mn. B koarymorpamme — CHIKeHHE ypOBHS (UOpHHOTEHA
(1,52 r/7), 9TO MOXET yKa3bIBaTh HAa CHIDKEHIE CHHTETUYECKON (PYHKITUH T1ede-
uu. [lo nanaeiM Y3U opraHoB OpromrHOM MONOCTH — rernaTomeranus (+3,5 cM)
u crieHoMeranus. I1o pesynsraram ®OI'JIC — npu3HakoB NOPTAIBHON FTMIEPTEH-
3WH HE BBIABIECHO. DXoKapauorpadus — 6e3 ocoOeHHOCTEH.

YuuTteIBas JaHHbIE aHAMHE3a, KITMHUUECKYI0 KapTUHY U pe3yJIbTaThl 1abopa-
TOPHO-MHCTPYMEHTAJIBHOTO 00CIeIoBaHus HanbOoJIee BEPOSTHBIM SIBIISICTCS T~
artos: IlpunoOpeTenHasi reHepan30BaHHasI HANONATHYECKAS JJUIOAUCTPO-
¢usn. /s uckmouenus HaciencTseHHbIX Gopm I[J1]] B Hacrosmiee Bpems Ha
6aze MI'HLI um. akanemuka H.I1. BoukoBa mpoBoauTCs mepecMoTp reHoma, mo-
ciie 4ero OyIeT pelIéH BOIIPOC O BO3MOXKHOCTHU Ha3HAYEHUS 1aTOI€HETUYECKON
Tepanuu METPEIEITUHOM.

3akurouenne: IlpencraBieHHbId KIMHUYECKUH Cilydail JIEMOHCTPUPYET
penKuii BapruaHT MPHOOPETEHHON WINOMATHYECKON TeHepaIin30BaHHOMW JIUTIO-

muctpodun y peOE€HKa ¢ paHHUM HadaioM 3a00J1€BaHMsI M IPEUMYIIECTBEHHBIM
nmopakeHneM TiedeHH. Benenne Takux manueHToB TpedyeT MYIBTHAUCIUILIN-
HapHOTO MMOJXO0Ja, @ TAK)K€ CBOEBPEMEHHOI'O Ha3HAYEHHUS MAaTOTEHETHYECKON
Tepanuu A NPOQUIAKTHKH KU3HEYTPOKAIOIIUX OCIOKHEHUH U YIyUILICHHS
KaueCTBAa )KU3HU MTALUEHTOB U UX CEMBH.

NMALMEHT C HOBOA KOMNAYHA-FETEPO3UIOTHOMN MYTALMEMN
B 'EHE NBAS, NPUBOAALLEN K KOMBEMHUPOBAHHOMY
®OTOTUIMY: SOPH-CUHOPOM U OETCKAA NEYEHO4YHAA
HEOOCTATOYHOCTb 2-I'0 TUMA (ILFS2)

Tuxonosuy 0.B. — k.13

'@IAOY BO «llepgviii MITMY um. U.M. Ceuenosa

(Ceuenosckuii ynusepcumem)y, Mockea, Poccus

2@IrA0Y BO «PHUMY um. H.U. ITupozosar, Mockea, Poccus
SOI'BHY «Meduko-2enemuyeckuil HayuHblil Yenmp

um. axademuxa H.I1. Boukosay Munobpnayku Poccuu, Mockesa, Poccus

SOPH-cuuapoM — 3T0 ayTOCOMHO-PEIIECCHBHOE HACIICACTBEHHOE 3a00JICBaHuE,
TIPOSIBIISTIOIIIEECST 3aICPIKKOI pocTa, arpoduel 3putenbHbIX HepBoB (3H) u menb-
repoBckoil aHomanmeii seiikorutoB (Pelger-Huet). Ha3panue cunnpoma siBisiercst
a00epuBHaTypoii U3 MEPBBIX OyKB OCHOBHBIX KJIMHWYECKUX MPU3HAKOB 3a00JeBa-
uus (SOPH — Short stature, Optic nerve atrophy and Pelger-Huet anomaly).

Pa3BuTHe 3a007eBaHUs acCCOLMUPOBAHO C TOMO- WIJIM KOMIAyHJ-T€TepO3H-
TOTHBIMU MyTauusiMu B rene NBAS (neuroblastoma amplified sequence). NBAS
pacrojio’keH Ha KOPOTKOM IIIede 2 XpOMOCOMEBI 1 BKJIIOYAeT B ceOs 52 dK30HA.
benok NBAS ne obnajaer TKaHEeBOW CIIEUPHUHOCTHIO, OOHAPYKUBACTCS BO
BCEX THIAaX KJIETOK, y4acTBYET B PETPOTPaIHOM TPAHCIOPTE BE3UKYN U B HOH-
cenc-onocpenosanHoM pacnaze PHK. Benok BkimroyaeT qBa OCHOBHBIX JOMEHA!
SEC39 u - nmponiemiep (B-propeller).

Briepeoie SOPH-cunapom 0wt onucan B 2010 rogy u cuuTancs xapaxkrep-
HBIM MPEUMYIIECCTBEHHO ISl SIKYTCKOTO HaceleHHs. BrocnencTBun nanueHTs
C JaHHBIM 3200J1€BaHNEM OBbUIN OIMCAHBI BO BCEM MUpE.

Kpome BbII€ONMCaHHON TpUaabl CUMITOMOB, y nanneHToB ¢ SOPH-cun-
JPOMOM BBISIBIISIFOT OCOOCHHOCTH CTPOEHHS uepena, JULEBOH AUCMOPOU3M,



TOHKHE BOJIOCHI, OPaXUAAKTUINIO, KIMHOAAKTUIINIO, AaHOMAINU 3y00B, Hapy-
meHns: (yHKLUH BHYTPEHHHUX OpPraHOB, B TOM 4YHCJIE HUMMYHOAE(HULIUTHBIE
COCTOSIHHUS.

ITomumo SOPH-cunapoma myranuu B rene NBAS accounupoBansl ¢ Jlet-
CKOH ne4yeHOuHOH HerocTaTtouHoCTho 2-ro Thna (ILFS2, Infantile Liver Failure
Syndrome type 2 — OMIM #616483), xapakTepu3yIIeics peluIHBUPYOIIH-
MU SMHU304aMHU OCTPOH TMEUCHOUYHONH HEJOCTAaTOYHOCTH Ha (DOHE JTMXOpaJIKH.
OcCo0EHHOCTBIO TAHHOH MATOJIOTHH SIBISETCS TOJHOE BBI3ZOPOBICHHE MEKIY
SMHM30/1aMH TIEYEHOYHONW HEJOCTATOYHOCTH, TPUITEPOM KOTOpPOW daIlle BCEeTo
BBICTYIAeT BUPYCHAsI HHPEKIHS.

B nacrosiiee Bpemst BbLACNCHBI TP KIMHUUYECKUE TOATPYIIIbI, KOPPEIUPYIO-
LIME C JIOKAJIM3alMel IaTOreHHbIX BApUAHTOB B TeHe NBAS: BapuaHTBbI, 3aTparkuBa-
torre C-KOHIIEBYO 001acTh, MpUBOAAT K cuaapomy SOPH, BapranThl, 3aTparusa-
roue g1omeH SEC39, cBszanbl ¢ cunapoMoM ILFS2, a BapraHThl, 3aTparuBaroiime
JOMEH [-Tiporiesuiepa, acCOLMUPOBaHbl ¢ KOMOMHUPOBAHHBIM (DEHOTHIIOM.

JIaHHBIN KIMHUYECKUN CITydaid JEMOHCTPUPYET NALUEHTA HESKYTCKOTO IIPO-
MCXOX/IEHUS C HOBOM KOMITayH/-IeTepO3UroTHON MyTarueil B rene NBAS, npu-
BOJISIILIEH K CMEIIAHHOMY (DEHOTHITY.

MarepuaJjbl M MeToabl: KinHuko-nadoparopHoe obcienoBaHue MalueHTa
MPOBOAMIIOCH B OTJENCHUN JETCKOW SHAOKPHHOIOIHN «CEeueHOBCKOTO LIEHTPa
MarepuHcTBa U feTcTBa . MockBa (CLIMu/l), a Takxke B KJIMHHKAX 110 MECTY
JKUTEIbCTBA MALIUEHTA.

MonekynsspHO-TeHETHYECKOe HCClieoBaHue Obuto nposeneHo B GI'BHY
«Menuko-reHeTH4eCKUi Hay4Hbli HeHTp UM. akagemuka H.IT. boukoBay.

Kunnnueckuii ciyyaii.

[MatmeHT 5 €T NOCTYIWII B OTACTICHUE YHIOKPUHOJIOTHH C Kajlo0aMH Ha 3a-
JICPIKKY POCTa, HEAOCTATOUHBIM HabOpa Beca, MOBBIIICHUE MTEYCHOYHBIX TPaH-
CcaMMHa3 MO JaHHBIM OMOXUMHUYECKOTO aHaau3a KpoBu, yacteie OPBI.

PeGEHOK OT OepeMEeHHOCTH, TIPOTEKABIIEH ¢ aHEMHEH, MaJOBOINEM, TIPEXK-
JIEBPEMEHHBIM CTApEHUEM IUIALCHTHI, OTEKAMHU, XPOHUYECKOW BHYTPUYTPOO-
Hoii Tuntokcued. Porer Ha 37 Hepene. [1pu poxxnennn macca tena 1970 r (SDS =
-2.57), poct 43 cm (SDS = -2,7). Ilo mkane Anrap 8/10 6amnos. JIeBocTopoH-
HUH KpUITOPXHU3M (B IIOCJIEACTBUM oniepupoBaH). Pogurtenu pebeHka — pycckue,
3II0pOBHI, Opak — HepoacTBeHHBIH. PocT Matepu 160 cm, otia — 168 cm.

C nepBbIX AHEH KU3HU OTMEUAINCh HU3KHE TEMIIBI POCTA U HEAOCTATOYHBIN
Ha0op Beca. MOTOpHOE M IICUXOPEUEBOE Pa3BUTHE peOCHKA HE CTPaAalo.

B panHeM Bo3pacTe ObliIa HCKIIIOUCHA LIETHAKUs, IPOBEIEHO HCCIIEIOBAaHNE
TPOIHBIX TOPMOHOB TUNIO(M3a — BapruaHT HOpMBL. Kapuotun 46XYV.

C pannero Bo3pacta Ha (pore OPH Habmonan0ch MeproIuvecKoe MoBbIIIe-
HHUE YPOBHS MEYEHOYHBIX TpaHcaMHuHa3 (MakcumanbHO 10 AJIT 398,28 En/m,
ACT 576,36 En/m) c mocnenyromeii HopMaiu3aluen moka3areiei.

B 3 rona ycranoBieH quarno3 «Muormnus cia0oii crereHd. MUOMUYeCKHi
acturmarusM. YactuuHas aTpous 3puUTEIHLHOTO HepBa?y.

B 3,5 roga 1o naHHBIM MOJIHOSK30MHOTO CEKBEHHPOBAHMUS BBISBICH paHee
ONMCAHHBIM KakK IaTOTCHHbIM BapHaHT HYKJICOTHUAHOW IOCIEHOBATEIbHOCTH
B 9Kk30He 45 rerna NBAS (chr2: 15378794C>T), nmpuBoasimuii kK 3aMeHE aMu-
HOKHUCIOTHl p.Argl914His (R1914H) B rerepo3uroTHoM cocTossHUH. Takke
BBISIBJICH paHee HEONMCAHHBIM BapuMaHT HYKJICOTHAHOW MOCIIENOBATEIbHOCTH
B nHTpoHE 28 TeHa NBAS (chr2:15534350C>T), mpuBomsanuii Kk HapymIeHUIO
KaHOHHMYECKOTO JIOHOPHOTO caifra cruraiicuara (¢.3257+1G>A, NM_015909.4)
B I'€TEPO3UTOTHOM COCTOSHMH. 110 COBOKYIHOCTH CBEICHUI JaHHBIC BAPUAHTBI
CJIEAYET PaCLCHUBATh KaK BEPOSITHO ITaTOTCHHBIE.

B 5 ner 6 mec. obcnenosan B JIDO CLIMu/l. Ilpu ocmotpe: poct 86 cm
(SDS pocta -5,41), Bec 10,8 xr (SDS Beca -0,77). Tenmocnoxkenue acteHude-
cKoe, OONBIION POJHMYOK HE 3aKpbhIT. OcoOeHHOCTH (DEHOTHMA: TOIMXOIe-
(anusi, MUPOKUK BBICTYNAIOIIUK 7100, THIOMJIa3Msl JTUIEBOTO Yeperna, THIPO-
uedanbHas GopMa MO3rOBOrO OTJENa Yeperna, KIMHOAAKTHIIUS S5-X IMalbICB
KHCTH. DK30(TabM.

B obmiem anann3e KpoBH CHIDKEHHE YpoBHS TpomOormtoB (125 x 10° /),
NeJIbIepPOBCKAsl aHOMAJIHS JICHKOLUTOB. B OMOXMMHUECKoM aHayu3e KpOBH: He-
sraunTenbHoe noBeimeHne AJIT (46 En/m), ACT — Bapuant HOpMBL. B ropmo-
HAJILHOM TIpO(hMIIe: TPOITHBIE TOPMOHKI THITO(H3a — BapuaHT HOpMBI, UDP-1 =
57 ar/mi. OT™medasnock cHmkenne ypoBHs IgA 0,35 r/m (0,7-4); 1gG 4,6 r/n (7-16).

Ilo nanneiM Y3U: pasmepsl medyeHH COOTBETCTBOBAJIM Bo3pacTy. PeHTtre-
Horpaust KUCTeH: 0TCTaBaHUE KOCTHOTO BO3pacTa OT NMAcIOPTHOTO Ha 2 roja.
Ocmotp odranbMosora: yacTuyHas arpodus TMCKOB 3pUTEIBHBIX HEPBOB.

BbiBoabI: TakuM 00pa3oM y MAaLMEHTa ¢ HOBOM KOMITAyH-T€TEPO3UTOTHON
MyTanueil B reHe NBAS oTMeuaeTcsl MepeKphIBaOIUiCS (HEHOTHI, BKIIOYa-



tornit ueptel SOPH-cuaapoMa (BeIpaskeHHas 3a7epKKa pocTa, 0COOSHHOCTH
¢denoruna, gactuanas arpodus JI3H, nmemprepusanus saep HeUTpouIOB) H
ILFS2 (permauBupytomiee MOBHIIIEHIE TEIEHOYHBIX TPAHCAMHUHA3 ITPEUMYIIIe-
ctBeHHO Ha Gpone OPBW). YunreiBas camxenne yposas IgA u IgG, HeoOxonn-
Ma KOHCYJIBTalUsl UIMMYHOJIOTa Ul UCKJIFOUYEHHSI, COITyTCTBYIOILEI0 HMMYHO-
JIe(ULIUTHOTO COCTOSIHUA. PekoMeH10BaHO HCCilefoBaHNE KPOBU POANTENCH Ha
HpeAMET IIPOMCXOKACHUS MYTALMH C NOCIIEeAYIOIeH KOHCYIbTalluel FeHeTHKA.

IIpencraBiieHHbIN KIMHUYECKUN CIIydall pacIIUpsieT MIPEICTaBICHUs O CUH-
JpOMaJIbHOM 3a/lepAKKe pOoCTa y MAlMEHTOB JETCKOI0 BO3PAcTa. DTO IO3BOJIUT
YAYYIIUTh PAHHIOIO IHAarHOCTUKY 3a00JIeBaHUS U COCTABUTH IUIAH MEPCOHANIN-
3UPOBAHHOIO MYJBTUAUCLUILNIMHAPHOIO BEJCHUS NAl[UEHTOB.

®YHKLUNOHAINBHOE COCTOSAHUE LUMTOBUOHOW XENE3bI
U KOPbl HAONOYEYHUKOB Y AETEN, POXXOEHHbLIX C HU3KOW
WU 3KCTPEMANbHO HU3KOWU MACCOM TENA

IMaiixyaauna M.P.'2, Tloranosa E.O. 2, Xa3unaxmerona I.P.%
Cunraryummna JI.P.

'TAY3 «/IPKB Munucmepcmea 30pasooxpanenust Pecnybniuxu Tamapcemany,
Kaszanw, Poccus

2@I'BOY BO «Kazanckuil 20cyoapcmeentvlilt MEOUYUHCKULL YHUBEPCUMEN)
Munucmepcmea 30pasooxpanenusi Poccutickoii @edepayuu, Kasans, Poccus

B Hacrosiee Bpemsi, Korja CHIKEHNE MJIaJeHYeCKOH CMEPTHOCTH SIBIISIETCS
OJTHOH M3 TMEepBOCTENEHHBIX 33/1a4, CTOSIIUX Tepe]] 3IpaBOOXpaHEHHEM, YIyd-
HICHUE COCTOSIHUS 370POBbsI U CHIDKCHNE WHBAJIMIU3AINN ACTEH, POIUBIINXCS
C OYCHb HHM3KOHM M AKCTpeMabHO HU3KOH Maccoil Tena (OHMT/OHMT), npu-
oOperaer NMpUHIMIIHAIbHOE 3HaueHne. Ocolyio BaKHOCTH JTaHHOW TNpobiieme
NpUAAET MPOIODKAIOIIMACS POCT JOIHM HEJOHOUICHHBIX AETEH, 3HAYMMOe MO-
BBIIICHNE CMEPTHOCTH U XY/IIIeE COCTOSIHUE 310POBbS B 3TOW KaTErOpUH Maly-
€HTOB I10 CPABHEHHIO C JIETHMHU, POXKJICHHBIMU B CPOK.

OO011en3BeCTHO, YTO MPEXKICBPEMEHHBIE POJIBI SIBISIOTCSI CEPHE3HBIM (PaK-
TOPOM pHUCKa TUCQYHKIHUU PA3IMYHBIX OPIaHOB U CHCTEM, U HEIIOHOLICHHBIC
JETH COCTAaBIIAIOT TPYIILY CO CHIDKCHHBIMU aIaNTallMOHHBIMH BO3MOYKHOCTSI-
MH ¥ UCTOIIEHUEM WM CPHIBOM IPUCIIOCOOUTENIBHBIX MEXaHU3MOB. B nanHOM
acleKTe MaKCHUMaJbHOC BHHMAaHME 3aCIyKHBAaIOT TOPMOHBI KOpPbI HaJlloded-

HUKOB ¥ IIATOBHTHOW JKEJe3bl, KOTOPBhIE OKA3HIBAIOT HAMOOIBIIIee BIUSHIE HA
aJIanTaIuio K CTPeccy BO BHEYTPOOHOI KMU3HU.

Heanb: olleHKa TUPEOUIHOTO U aAPEHATIOBOIO CTaTyca y AETEH, POKACHHBIX
C HU3KOH M 9KCTpEeMabHO HU3KOM Maccol Teja B MepHojie HOBOPOKIEHHOCTH,
" U3YUYCHUEC UX BO3MOXHOI'O BJIMAHUA HAa COCTOAHHUE 310POBb I[ETCI‘/'I B AaJib-
HeWieMm.

Marepuajbl U MeTOAbI: OCHOBOM HCCIIEIOBAaHUS CTaId METUITMHCKHE
KapThl cTarpoHapraoro 6onpHoro (MKCB) HOBOpOXKIEHHBIX eTell ¢ HU3KOM U
AKCTPEMATBHO HU3KOW MacCOi Telna, MOyYaBIINX JEUeHNUE B OTACIECHUH MaTo-
noruu HoBopokIeHHBIX [AY3 JIPKb M3 PT B 2019 r. Onienka cocTostHUS HaI-
MOYEYHUKOB U U TOBHUTHOM JKeJIe3bI IIPOBOANIIACH TI0 YPOBHSIM THPEOTPOITHOTO
ropmona (TTT), ceobomgroro THpoKcHHa (T4CB.), KOpTH30Ja B KPOBH. 3a00p
00pasIoB KPOBU OCYIIECTBISUICS B YTpeHHUE Yackl (10 9 1) Ha 29-30 mHU XKu3-
HU Jieteil. JlaHHbIe 00 YpOBHE TOPMOHOB, KOJMYECTBEHHBIX XapaKTEPUCTUKAX
BEIOOPKH IIPEJICTaBICHBI B (hopMare MeauaHa (25 NeHTHIIb; 75 [EeHTHIIb).

Pesyabrarei: npoananusupoBansl 150 MKCh nmereid, poskIeHHBIX C HU3-
KO U 3KCTpEeMalIbHO HU3KOM Maccol Tena (77 manpunkos (51,3%), 73 neBouku
(48,7%). Cpoxk recraruu coctasui 30,55 (29,5; 32,575) Henenu.

Macca npu poxaenun cooTBercTBoBaia 1495 (1200; 1795) rpammam.
VYpoBeHb KOpTH30J1a KPOBM JAaHHOW TpyNIbl MalueHToB coctaBun 128,45
(79,175; 222,725) amons/n, TTT" 4,05 (2,2; 5,82) MkME/mi, T4ce. 19,3 (17,1;
21,76) mMoms/m.

He oOHapyXeHO CyIIECTBEHHBIX pa3jiiuuii B THPEOUJHOM CTaTyce B 3aBH-
CHUMOCTH OT T10JIa, CPOKa T'eCTAI[MK WM MACChI Tella TIPU poxaeHuH. B rpymme
JieTel, poxkaeHHbIX ¢ Maccor Tesa menee 1000 1, B Bo3pacTe 1 mecsiia KoH-
HEHTpalnusi KOPTH30J1a KPOBU ObliIa 3HAYMMO BBINIE 10 CPaBHEHHUIO ¢ Ooiee
KPYIHBIMH HOBOpOkAeHHBIME (162,1 (89,425; 225,425) umonw/n vs 121,7
(79,6; 204,25) amonb/1). Jletr ¢ TpaH3UTOPHOM HEOHATAILHOM TUITOTIIMKEMHUCH
(MeHee 2,6 MMOJTB/JT B IEPBBIC TPOE CYTOK YKHM3HH) UMEJH CYIIECTBEHHO Oolee
HU3KHUE MOKa3aTe I KOPTU30J1a 10 CPABHEHUIO C TEMHU, Y KOTO JIAHHOE COCTOSIHUE
3aperucTpupoBaHo He Ob110 (94,8 HMONE/1T vs 128,65 HMonb/im). CTatucTrue-
CKasi 3HAUMMOCTh OTIMYHMI B YPOBHE KOPTH30JIa K 3aBEPILICHHIO HEOHATAIEHOTO
NepuoJia MOy4YeHa TIPU CPAaBHEHUM TPYII JICTCH, POKICHHBIX €CTECTBCHHBIM
o0Opa3om mwim nyteM kecapesa cedenus (165,4 aumons/a vs 108,2 amons/n). Uu-
TaSIMOHHOE TPUMEHEHHE TIIIOKOKOPTUKOUIOB (OyeCOHMT) KaK B aHAMHE3e,



Te3ncbl koHbepeHUnn

TaK U B MOMEHT 0OCJICIOBAaHMS HE OKa3al0 KaKOTO-ITHOO BIMSHHS Ha KOHIICH-
TpaLuIo KopTu3oia KpoBu. OHAKO Ha3HAUCHHUE JeKCaMeTa30Ha B BUE IIa3HBIX
karenb (1 Mr/mit) mpuBena K cymecTBeHHOMY ero cHIbkeHHo (129,3 HMomb/1
1o 1 98,9 HMOIB/1T — Ha OHE JIeYeHH).

B pamkax uccienoBanus ObUT mpociexeH karamHe3 y 139 ngereit uccre-
nyeMoit Tpymmel. B Bo3pacte 5 ner 94 u3 Hux (67,6%) HaxXomsATCsS TOA AHC-
MAHCEPHBIM HAOJIONEHUEM CIICIUANIUCTOB: 45 yenoBek (47,9%) y HeBpoJiora,
53 genoseka (56,4%) — y odranemonora. 44 nanuenra (46,8%) umeror coue-
TaHHYIO MaToJIOTHIo, n3 HUX 29 (30,9%) — koMOMHAIMIO OTATBMOIOTHUECKUX
W HeBposlornueckux Hapyuenui. Tonbko 3 pedenka (2,2%) HabnrogatoTcs aet-
CKHAM SHAOKPUHOIOTOM: | 110 TIOBOY KOHCTHTYIIHOHAIBHON BRICOKOPOCIIOCTH,
2 — ¢ IMarHo30M MEepBUYHBINA THIIOTUpPE03. Henb3s He OTMETUTD, 4To y eTel ¢
BBISIBJICHHBIM B MOCJIEYIOLIEM HapyIIEHHEM THPEOHTHON (PYHKIIMHU B BO3pacTe
30 aueiti kouueHTpauu TTI u cBoOoaHON (ppakiuuu T4 B KpOBH HAXOIHIIUCH B
pamkax pedepenca.

He oOHapy»keHO CyIIeCTBEHHBIX OTIIMYHIA YPOBHS TOPMOHOB B HEOHATAIb-
HOM TEPHOZC B 3aBUCUMOCTHU OT MPUCYTCTBUSI U BapUAHTA MATOJIOTUHU Y JIeTeH
5 mer.

BouiBoabi: Yposuu ropmoHoB kpoBH (TTI, T4 cB) B Bo3pacte mMecslia He BbI-
XOJISIT 32 paMKH JIabopaTopHbIX pedepercoB. KoHIeHTpalys KOpTu3oia KpoBH
B Bo3pacTe Mmecsiia cocrasisier 128,45 (79,175; 222,725) amMonb/n. YpoBHU TOp-
MoHoB kpoBH TTI, T4 cB, B Bo3pacTe Mecslia He 3aBUCAT OT I10J1a, TeCTaIlHOH-
HOTO BO3pacTa, Macchl Tea MPH POXKACHNN. | TIOKOKOPTUKOH B TIPY HHTANIAIIN-
OHHOM NpUMeHeHHH (OyecOHH]) He IEMOHCTPUPYIOT CHCTEMHOTO JCHCTBHS,
MIPH MECTHOM HCIIOJIb30BaHuM (r1a3Hbie karu 0,1% JfexcameTa3oH), BEpOsTHO,
MOJIABIIAIOT CEKPEIMIO DHIOTEHHOTO KOPTHU30Ja. YPOBEHb KOPTH30JIa KPOBH B
Bo3pacTe | Mecsla 3HaYMMO HIDKE y JETel ¢ Maccoi Tena MpH poKACHUN Me-
Hee 1000 r u B cmydyae pooB IMyTeM KecapeBa CEUCHUs, YeM MPHU CTECTBEHHBIX
ponax. Konmentpamus ropmonoB kposu (TTT, T4 cB, kopTusona) B Bo3pacrte
Mecsilia He CBSI3aHbl ¢ PUCKaMHU (OPMUPOBAHUS XPOHHUUYECKOH MaToNOruu B 60-
Jiee cTapiueM Bo3pacte (K 5 rogam).
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