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[OPOIME KOJJIErA!

310 Hawa ¢ Bamm XVII Bcepoccuinckas KoHbepeHUUs AETCKUX SHOOKPUHOMOTOB.
Ho He ¢ Hac Hauanacb uctopua petckon sHAokpuHonoruu. B Cosetckom Cotose
npoxoaunu BcecotosHble n Bcepoccuiickue cbesgbl NegMaTpoB, Ha KOTOPbIX Bcerpa
ObIIV 1 CEKLUM MO AETCKOW SHJOKprHONornn. Bcepoccuniickme KoHdepeHL MM Mo JeTCKon
SHAOKPUWHONOIMM NPOBOAWIUCH B pasHbix ropopax Poccum (Tambos, Capatos, Yda,
ApxaHrenbck, YenabuHcK v ap.), HO nocniefHue roabl Mbl TPAAWLMOHHO cobupaemca
B MeTepbypre B neprof «6enbix Houewn».

JeBn3 Hawux KoHdepeHumii «[JOCTVXKEHWA HAYKM B KIUHUYECKYIO MPaKTUKY».
3amevatenbHo, uyto B 2021 rogy ™Mbl oTmeuyaem 100-neTvie OTKPbLITUA WHCYNUHA,
a B 2022 ropgy 6yget yxe 100-neTue ycnewHoro nprMeHeHnsa UHCYIMHA B KIIMHUYECKON
npakTuke. Cellyac Hayka nporpeccMpyeT Tak CTpPemMWUTeNbHO, 4YTO Hala 3ajaya —
ycneTb 3a Hell 1 6bICTPO BCE nonesHoe NpUMeHUTb y AeTeil. Mbl yxKe He MbICIUM Hally
KIIMHNYECKYIo MpakTKy 6e3 MoNeKynapHON reHeTUKM U TOo, YTO OHa [OCTynHa ntobomy
pebeHky Poccuu, mbl 6narogapHbl Anbda 6aHKy, croHcopy nporpamMmbl «Anbda — IHAo»
n 6narotBoputenbHomy ¢oHay pasButua ¢unaHTponun «KA®» — opraHusaTopy 3ToMn
nporpammbi.

DEAR COLLEAGUES!

This is our 17th All-Russian Conference of Pediatric Endocrinologists. But the
history of pediatric endocrinology did not begin with us. In the Soviet Union, All-Union
and All-Russian congresses of pediatricians were held, at which there were always sections
on pediatric endocrinology. All-Russian conferences on pediatric endocrinology were
held in different cities of Russia (Tambov, Saratov, Ufa, Arkhangelsk, Chelyabinsk, etc.), but
in recent years we traditionally gather in St. Petersburg during the "white nights".

The slogan of our conferences is "Achievements of Science in Clinical Practice".
It is remarkable that in 2021 we are celebrating the 100th anniversary of the discovery
of insulin, and in 2022 there will be 100 years of successful use of insulin in clinical practice.
Now science is progressing so rapidly that our task is to keep up with it and quickly apply
everything useful to children. We can no longer imagine our clinical practice without
molecular genetics and the fact that it is available to any child in Russia, we are grateful
to Alfa Bank, the sponsor of the Alfa-Endo program and the charitable foundation
for the development of philanthropy KAF - the organizer of this program.
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

100 JIET NIPUMEHEHUA UHCYNIMHA B KNIMHNYECKO NPAKTUKE IEYEHNA
CAXAPHOrO AUABETA

B.A.MeTepKkoBa

BrnepBble TepMuH «anabeT», KOTOPbI 0603HayaeT «MpoTeKaTb, NCTeKaTb) MPUMEHEH B Havane
Il Beka HoBoW 3pbl Araeteus AnA 0603HauyeHUA GONE3HW, OCHOBHLIM MPOABMIEHVNEM KOTOpOW Obina
nonuypus. bonesHb GbICTPO, B TeUEHME HECKONIbKUX MeCALIEB 3aKaHUMBaNacb CMepPTbIO YesloBEKa.

B VII Beke B Kutae 6bina n3gaHa nepeas MoHorpadus no guabery.

B 1020 ropy ABuLEeHHa onucan yactoe conyTcTBue fnabety ¢ypyHKynesa. /l Tonbko B 1774 T.
(4epe3s 1500 net nocne BBeAeHMA TepMmuHa «amnaber») Wyat npoAaeMOHCTpUpOBan Hanuume caxapa
B MOYe 1 NOABUJICA TEPMUH «CaXapHblii frnabeT».

B 1785-1830 rr. Proul Bnepsble onvcan AnabeTnyeckyio Komy.

B 1815 ropy Chevreul goka3san, uto caxap npu caxapHom AviabeTte — 3To MOKO3a.

B 1841 ropy Trommer ony611KoBan MeTOA onpefeneHns rioko3bl B MoYe.

B 1869 ropy JlaHrepraHc, yueHuK Brpxosa, onvcan oCTPOBKOBbIE KNETKM NOAXKENY[OYHOW XKenesbl.

B 1890 ropy Mering n Ockap MUHKOBCKMIN Ony6nKoBany onbiT pa3BUTKA Yy CO6aKn caxapHOro
AvabeTa nocsne yaaneHns nomKenyaouyHomn xenesbl.

B 1892 rogy MuHKOBCKMIN ony6nvKoBan AaHHble O BPeMEHHOM obneryeHun TeueHus fuabeta
y cobaKm nocne NoAcaAKm el ee e yfaneHHoW Xenesbl.

B ntoHe 1921 ropa pyMbIHCKMIA yueHblIii [aynecky ony6nvkoBan nonyyeHHble UM B 1916 r jaHHble
0 caxapoCHVKalolemM AeNCTBAM SKCTPaKTa MomXKenyAoyHoN »enesbl. IMeHHO 3Ty cTtaTbio Maynecky
npoyen npakTUKyowmin xupypr ®peaeprk baHTUHT 1 C npeei NONYuMTb SKCTPaKT M3 B - KNEToK
NompKeNnyaoYHON Xene3bl A1 IeYeHns caxapHoro ArabeTa y niofei obpatunca K buoxummky Mak/leogy
B KaHapgckom yHuBepcuTeTe TOpOHTO.

B wione 1921 ropga baHTuHr co cTyaeHTom bectom B nabopatopun Ha Kadeppe 6Guoxvmmn
(3aB. - npodeccop Mak/leop n Konnmn) yHmsepcuteTa TOPOHTO Hauyanu SKCMEPUMEHT NO NONyYeHUIo
neyeBHOro sKCTpaKTa U3 yaaneHHoN NofXenyAoUHON xene3bl CobaK 1A UX XKe neyeHns.

B pekabpe 1921 ropa baHTVHr 1 becT Ha 3acefaHMM amMepuKaHCKOro ¢u3nonornyeckoro
obuwecTsa B Menbckom yHuBepcuteTe okpyra Hblo-XeliBeH wrata KOHHEKTUKYT cOOBmniv 06 ycnewHom
NPVIMEHEHUN SKCTpaKTa NOAKeNy[OYHON »Kenesbl, Ha3BaB ero «netuH» (Isletin) agna KynuposaHua
runepramkeMunmn y cobak c caxapHbim ruabeTom.

B aHBape 1922 roga nepBbiii NHCYIMH 13 SMOPVOHOB TESNIAT, NEPBble CraceHHbIe XN3HW AeTen
C caxapHbiM AvabeTom, nepBoe ycrelHoe nedyeHne Auabeta mHcynuHom (BaHTuHr, Bect, Konnwn,
Mak/leopn)

B 1923 ropy baHTuHry n MakJleopy 6bina nprcyxaeHa Hobenesckas npemus.

BaHTVHr Npoaan naTeHT Ha CBOE M306PETEHNE BbIAENEHUA UHCYNIMHA U3 OCTPOBKOB MOAKENYA0UHON
Xenesbl 3a OAUH Aonnap YHnBepcutety TOPOHTO.

Al Tak NogpPO6HO onwvcana 3T UCTOPUYECKME AaHHble, YTOObI ObIIO MOHATHO, Kak U3MEHWUIUCH
TeMnbl NCCNIeAOBaHUI B MeAULIMHE.

B 1922-1924 ropax — Hauyano NPOU3BOACTBA MHCYNMHA U3 NOAXKENYA0UHOW Xenesbl KPpynHOro
poratoro ckota B CLLIA B nabopatopuwm Ely Lilly.

B TeueHwne nocnegyiowwyx 50 neT npUMeHANN KOMOGMHaLMIO MPOCTOro 1 NMposoHrmpoBaHHoro (HMX)
WHCYNNHOB, 1 B 3TO »Ke BpeMaA Obinn co3faHbl 1 fpyrie KOMNaHuw, rae NPOV3BOANAN MHCYNVH ([aHus,
lepmanua, CLUA n gp.).

B 80 rogbl npownoro cronetus, OnarofapA PasBUTUIO TFEHHOW WHXeHepun co3ganu
reHHOVH>KeHepHble YenoBeyeckne WHCYVHbI, BC/IeA 33 HUMMW aHanoroBble WHCYNUHbI, KOTOpble
[OMUHMPYIOT B KNMHNYECKON NPaKTHKe BCeX Pa3BUTbIX CTPaH, B TOM uncne B Poccun.

B nocnefHue pecaTMneTUA NPOLLOro BeKa B KIIMHNYECKYI0 NPaKTUKY BHeAPEeHbl MHAUBUAYaNbHble
rMIOKOMETPbI U yXKe B MOCeAHNE FrOfibl <BOPBAIVICh» B HaLLYy XM3Hb MOMIMbl M HENPEPbIBHbIA MOHUTOPUHT
TMIOKO3bl.
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Ll .
MWHWCTEPCTBO LM u' a L) n Accoumauyms
IAPABODOXEAHEHWA ObiecTsenHas opranysaims '/ 3HA0KpUHOAOr 0B
POCCMACKOM ®EREPAUMM  (DTBY «HMULL SHAOKPUHONOTUMY  pocemiickas ACCOMMALIS N CankT-IleTepbypra
MMngpaBa Poccumn 3HJA0KPUHOJIOTOB

B 70-e roabl XX BeKa Mpofo/mKNTeNbHOCTb XWU3HU JiloAel, 3a6oneBlrx B AETCTBE CaxapHbIM
nvabeTtom, coctaenana Bcero 18 nert.

B HacToALlee BpemA MUPOBOE COOOLLECTBO KOHCTATMPYET, YTO MPOrpecc, KOHEUHO, OFPOMHbIN,
HO BCe PaBHO CpefHAA NMPOAOIIKUTENbHOCTb 3a60NEBLLVX B AETCTBE AnabeTom Ha 20 NeT MeHbLue, Yem
MonynALMOHHAS.

WVIHCYnMHbI, MOMIbI, FTIOKOMETPbI, HEMPepbIBHOE MOHUTOPKUPOBaHKEe 6e3bIroNbHbBIMU Nprbopamu,
LWKOJbI ArabeTa — BCe 3TO 3HAUNTESNIbHO YNyULLAET XM3Hb AeTel C caxapHbiM AnabeTom.

MpakTnyeckn MHoOrve OCHOXHEHVA AuabeTa B [ETCKOM Bo3pacTe 6AM3KM K NUKBMZaumu. 3To
n nponudepaTtnHasn petuHonotus, XMH, nunoguctpodus.

CpefjH1i1 ypoBeHb MMKNPOBAaHHOTO reMornobuHa y 75% feTteil Noka He AOCTUraeT OoNnTUManbHOTo
YPOBHSA, 0COGEHHO 3TO KacaeTcA NofpPOCTKOB.

Hawa 3agaya noBbIcMTb KauecTBO OOyyYeHWss [peTeil UM popauvTeneil  CaMOKOHTPOJO
1 COBEPLLEHCTBOBATb OPraHU3aLMio Cly6bl MOMOLLY AETAM C AUabeToM B COAPYKECTBE C NCMXONIoramu,
COLManbHOM CIYXX601, NPEeCCoi, C NPUBNIEYEHNEM K 3TOW AeATeNbHOCTN CaMuX AeTeil U UX poauTeneil,
o6bevHEeHHbIX AnabeTnyeckM CoobLLEeCTBOM.

.
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«J[JOCTNXKEHUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

OKA3AHUE MEAVULIMHCKOW NOMOLLM AETAM CMOJIEHCKOM OBJIACTU
C CAXAPHbIM IMABETOM 1 TUMA B YCJIOBUAX HEBJIATOMPUATHOM
3MNUAEMUOJNIOTMYECKOM CUTYALIUM MO HOBOW KOPOHABUPYCHOM
WHOEKLIUU COVID-19

W.J1. Annmosa’, 10.B. Nlaby3oBa?, M.B. UronknHa?, A.10. CugopuoBsa?

'OrbOY BO «CmoneHckuli 20cy0apcmaeHHbil MeduyuHckuli yHusepcumem» M3 PO
20lbY3 «CmoneHckasa obnacmHas 0emckas KauHu4Yeckas 6o/1bHUUa»

LEJIb — npoaHann3npoBaTb OKa3aHMe MeAVLMHCKON MOMOWM JEeTAM C CaXxapHbiM AvabeTtom
1 Trna (CA1) B ycnoBusAx HebnaronpusTHOM SNUAEMUOSIONMYECKO CUTYaLUK MO HOBOW KOPOHaBUPYC-
Ho nHekumn Covid-19.

MATEPUAJbI: nctopun 6onesHu u ambynatopHble KapTbl nauveHtoB ¢ C[l1, HaxopAwmxca
Ha rocnuTtanusaumm B OFBY3 «CmoneHckasa 06nacTHaA AeTcKasa KnuHuyeckas 6onbHuua» (COOKB)
B 2019 1 2020 rr. CTaTUCTUYECKYI0 06paboTKy pe3ynbTaToB OCYLLECTBAANIN C MOMOLLbIO MaKeTa npo-
rpamm Statistica 7.0 (StatSoft, USA). Pe3ynbTaTbl NpeAcTaBneHbl B BiAe MeaunaHbl, 25-ro u 75-ro nep-
LieHTrnel, abCoNMOTHBIX U OTHOCUTENbHBIX BENINYMH.

PE3YNIbTATbI. B 2019 r. 34 nauymeHTa B Bo3pacTe Ao 18 net Haxoaunucb Ha neveHun B COLAKB
¢ Brnepsble BbiABNeHHbIM CL11, 13 Hux 20 (58,8%) naumeHTOB NOCTYNWAN B CTaLMOHAP B COCTOAHUN Ke-
TO33, 8 (23,5%) NauMeHTOB HaXoAMNUCb B peaHnMaLmoHHom otaeneHunn (PO) COLOKB B cBA3wn ¢ Taxe-
NbIM COCTOSIHUEM BCNeCTBME Pa3BUTKA KeToauugo3a. CooTBeTCTBEHHO, 3aboneBaemocTb C[11y feten
CmoneHcKol obnacTu B Bo3pacte Ao 18 net B 2019 1. coctaBuna 20,79 Ha 100 TbiC. HaceneHus. B 2020 .
43 naymeHTa Haxoaunucb Ha neveHun B COAKB ¢ Bnepsbie BbisiBneHHbIM CL1, n3 Hux 38 (88,3%; p<0,05
no cpasHeHuto ¢ 2019 .) NauMeHTOB NOCTYNUAN B COCTOAHUM KeTo3a, 15 (34,8%; p>0,05) nauneHTOB
Haxoaunucb B PO COJKB B cBA3M C TAXKENbIM COCTOAHMEM BCIEACTBME Pa3BUTUA KeToaumposa. M3 Hux
y MONIOBVHbI NALMEHTOB OTMeYanncCb NPU3HaKN OCTPOW PecnmpaTopHOl BUPYCHON MHdeKunn, y 4 —
NMHEBMOHMA, U3 HUX Y 2 — ¢ noaTeepxaeHHon COVID-19 (Hannuue aHTuten). CooTBETCTBEHHO, 3aborne-
BaemocTb C[11y petein CMoneHcko obnactv B Bo3pacTe o 18 net B 2020 r. cocTaBumna 26,4 Ha 100 TbiC.
HaceneHus. CnefyeT oTMeTUTb, YTO MokasaTenb HbA, y mauveHToB C Bnepsble BbiABNeHHbIM C[11
B 2019 r. coctaBun 12,6% (10,3-14,4), 8 2020 . — 11,8% (10,3-13,2; p>0,05).

B 2019 r., nom1mMo naumeHToB ¢ Bnepsble BbiaBneHHbIM C11, B8 COLKB Haxoamnnca Ha rocnuTtanisaumm
161 «CTaKMPOBaHHbIV» NauneHT ¢ anarHosom CA 1, n3 Hux 13 (8,1%) naumeHTOB NOCTYNUAW B CTaLMOHap
B COCTOAAHWM KeTO033, 8 (4,9%) 13 Hux — B PO. B 2020 r.,, NOMMMO NauneHTOB C BNepBble BbiAiBneHHbIM CA 1,
B COKB Haxoamnucb Ha rocnutanm3auum 160 «CTaXXMpOoBaHHbIX» NaumMeHToB ¢ anarHo3om CA 1, n3 Hux
30 (18,75%; p=0,005 no cpaBHeHuio ¢ 2019 I.) NALMEHTOB NOCTYNWAN B CTaLMOHAP B COCTOAHMMN KETO3a,
4 (2,5%; p>0,05) n3 Hux — B PO. Mpy 37om Nokasatenb HbA, y rocnntannsmposaHHbix B 2019 . naumeH-
ToB cocTtaBun 8,6% (7,6-9,7), 8 2020 . — 8,4% (7,5-10,0; p>0,05). CnyyaeB neTasnbHbIX MICXOA0B NaLMEHTOB
c C/11 B Bo3pacTe o 18 fieT 3a aHanM3MpyeMblil Neprof, He 3aperncTprMpoBaHo.

Mpu aHanu3e amGyNnaTopHbIX KapT BbIACHEHO, YTO KPATHOCTb OBpaLLeHUs K eTCKOMY SHAOKPUHOSOrY
COJKB nawueHToB 13 parioHoB CMoneHcko obnacti B 2019T. coctaeuna 3,0 (2,5-4,0), 8 2020r. — 2,0 (2,0-3,0;
p>0,05). Mpu 31om B 2020 . yBENNUMACA NPOLIEHT NALMEHTOB, KOTOPbIE HW Pa3y He Oblv Ha KOHCYNbTaTUB-
HOM Npueme y AeTckoro sHaoKpuHonora COAKB (c 18,7 ao 35,4%; p=0,003). Lienesoit yposeHb HbA, <7,0%,
Mo JaHHbIM amOynaTopHbIX KapT, B 2019 r. menu 13,1% nauueHTos, B 2020 . — 11,87% (p>0,05).

BbIBO/bl.

1. B 2020 r. B CMoneHcKol 061acTi yBenMuuInMcb KOnmMyecTBO MauMeHTOB B Bo3pacTe o 18 net
C BrepBble BbiABNeHHbIM CL11, a cpefn HUX — KONMYECTBO NauMeHTOB, NOCTYNMBLUMX B CTaLMOHap
B IEKOMMEHCcaLMK C NPOABNEHNAMM KeTo3a/KeToaumaosa.

2. B 2020 r. B CmoneHcKoi obnactvi yxyaWwunmnch rnokasateny obpallaeMocTy 3a KOHCYNbTaTVBHOM
MEeANLMHCKOW MOMOLLbIO K AETCKOMY SHAOKPUHOJONY «CTaXKMPOBaHHbIX» NaumeHTos ¢ CA1 13 pan-
OHOB 061aCTUN B BO3pacTe Ao 18 NeT, UTo NPrBENo K YBENMYEHWIO roCnTanv3anuii 605IbHbIX B CO-
CTOSIHUM IGKOMMNEHCALIY, OfHAKO B Lieflom nokasaTtenu HbA, octanncb ctabunbHbiMu.
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¢ 3APABOOXPAHEHMA O6iecTenHas opranu3ams ; 3HAoKpuHo.0r08
POCCMIACKOM ®EREPALUMM  (DTBY «HMULL 3HAOKPUHONOMMMY o cemitckas ACCOLMA LIS N\ CawkT-lNeTepbypra
MuH3gpasa Poccum 3HJOKPUHOJIOTOB
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OLIEHKA SOOEKTUBHOCTU OBYYEHUA B LLUKOJIE AUABETA AETEN
NOAPOCTKOBOIO BO3PACTA C CAXAPHbIM AUABETOM 1 TUMA

.. Annmosa, A.H. leMsAiHeHKO

@rbOY BO «CmoneHckuli 20cy0apcmaeHHbil MeouyuHckul yHusepcumem» M3 PO, CmoneHck,
Poccutickas ®edepayus

LENIb — oueHUTb 3¢pdeKTMBHOCTb 00yUeHus B WKone AnabeTta AeTell NOAPOCTKOBOrO Bo3pacta
C caxapHbim anabetom 1 Tuna (C1) ons noBblleHNA KayecTBa 0byyeHus.

MATEPUAJIbl U METOAbI. O6cnegoBaHo 33 nauyuerTa ¢ C[11 B Bo3pacte 10-17 net (14,5 roga
[12,0-16,0]) c amarHo3zom CA1, pnutenbHocTblo 3aboneBaHus 1,5-15 roga (5,0 net [3,0-6,0]), ypoBHem
MMUKNPOBAHHOTO reMornobnHa (HbAk) ot 6,4 0o 11,7% (8,7% [7,8-10,1]) n Haxogsawmxca Ha 6a3unc-
HO-60MIOCHOW MHCYNMHOTepanun. Bcem nauueHTaM NpoBOAMIIOCh aHKETMPOBAHMWE ANist OLeHKM 3ddek-
TUBHOCTW NPOXOXAeHWs naumeHTamu LLkonbl [lnabeta no npoBefeHMio CAaMOKOHTPOIA 3aboneBaHus.
B aHKeTy 6b1110 BK/OYEHO 11 BOMPOCOB MO MHCYNMHOTEpanuu, 10 BONPOCOB NO NuTaHuio, 8 BONPOCOB
Mo KOHTPOJIIO MMUKeMUK 1 4 Bonpoca no Gpusmueckon Harpyske. Takxke NpoBoAMUIach oLeHKa KauyecTsa
Xn3Hu (KXK) c nomoubto onpocHrka PedsQL™ 4.0 (anabetnyeckoro mopayns). Ctatnctuyeckas obpabot-
Ka npoBoAuach C NOMoLLbio Nporpammbl Statistica 7.0 (StatSoft 2009).

PE3YJIbTATbI. Cpeau onpotueHHbIx nauneHToB y 11 (33%) 6binv AMarHOCTMPOBaHbl XPOHUYECKMe
OCNOXHeHWA AnabeTa (NonvHenponatus, HepponaTus, xaliponatus), y 8 (24%) — CMHAPOM HapyLUeH-
Horo pacno3HaBaHus runornukemun (no Clarke). Jinwb y 4 (12%) HbAk 6b1n <7%. MNpwn aHanu3e aHke-
Tbl BonpocoB LLKonbl Anabeta NpoLeHT NpaBuiibHbIX OTBETOB MO BCeM 6/10Kam cocTaBun 56,6% [27,2;
84,8]. MpoueHT NpaBUbHbIX OTBETOB MO BOMPOCaM MHCynMHoTepanun (58,6% [36; 100]) 6bin cono-
CTaBMM C pe3ynbTatamy No Bonpocam nutaHus (50% [20,0; 80,0])), KOHTpoNA yrneBogHoOro obmeHa
(53,5% [25,0; 87,5]; p>0,05). H13KMI NpoLeHT NpaBuIIbHbIX OTBETOB Obl1 MOMYYeH MO BOMPOCaM KIHU-
KN 1 KYyNPOBaHMA HEOTNOXHbIX COCTOAHNI — KeToauugosa (10 (34,5%)) n runornukemun (15 (51,7%)),
TEXHUKe UHBbEKLNIA MHCYNMHA — 8 (27,6%). CpeaHuii pe3ynbTaT npaBusibHbIX OTBETOB MO 6510Ky BOMpPO-
coB no ¢u3muyeckomn Harpyske coctasun 74% [50; 100] npy HU3KOW JoJe NPaBUIIbHbIX OTBETOB Ha BO-
NpOC O KOHTPOJIe NoKa3aTeneil FMMKeMun Npu 3aHATUAX GU3nyeckomn Harpyskon — 8 (27,6%).

Mpwn oueHke kayecTBa *u3HM (KXK) MakcumanbHbil 6ann 6bin MosyyeH Mo LiKane «oblieHne»
(92 [75; 100]) B cpaBHeHUU CO LWKanamm «anabet» (64 [54; 75]), «<neueHne» (80 [68; 91]), «<6ecnokomncTeo»
(67 [50; 83]) (p=0,035). O6wwi 6ann npu oueHke KX coctasun 73 [60;84]. Mpu npoBefeHnn Koppens-
LIMOHHOTO aHasr3a yCTaHOBNeHa NPAMan B3aUMOCBA3b MeXAY NPOLEHTOM MPaBUibHbIX OTBETOB MO aH-
kete LLkonbl gnabeta n 6annamu onpocHuka KX no wkanam «anabet» (r=+0,65; p=0,025), «neyeHune»
(r=+0,70; p=0,031), a Takxe ob6wmm 6annom (r=+0,67; p=0,034).

Takum o6pa3om, NosyyeHHble pesynbTaThl MOKa3annm HeO6X0AUMOCTb NMOCTPOEHWsI MHAVBUAYab-
HbIX MPOrpaMm MoBTOpPHOro obyyeHus nogpoctkoB ¢ CA11 B LLkone amabeta ¢ yyeTom pesynbTaToB
npeABapuUTENIbHOrO aHKeTMPOBAHUA.
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

WUTOrY PEAJIU3ALIUU NPOEKTA «PABHbIA — PABHOMY» B BOJIOFO,CKO OBJIACTU

X.I. Bespykoga', E.A. LLinnosa?

'bY3 BO «Bonozodckas ob6nacmHas 0emckas KauHuyeckas 60/16HUYa»
2BO0O0 «O6wecmeo 6071bHbIX caxapHuim duabemom»

Peanusauus npoekTa «PaBHbI — paBHOMY» Ha TeppuTopuM Bonoroackoin obnactv Hayanacb ¢ mMas
2018 1. Npu akTMBHOM y4yacTum 1 nopaepxke donga KAD® nporpammbl «Anbda-dHAo». B HacTosALee BpemA
B HEM Y4aCTBYIOT 25 HaCTaBHUKOB (Mambl ieTeld C AnabeToM 1 AEeBYLLKM, MeoLLMe AnarHo3 ¢ AeTcTsa). Mog
naTpoHaToM HaxoauTcA 31 ceMbA, U3 HUX 10 «TPYAHBIX». TPyAHbIE» CeMbl BeAYT OMbITHbIE HACTaBHUKM, 60-
Jiee MOTVIBUPOBAaHHbIE CEMbM OTHAIOTCS «<MOJTOABIMY. 3@ KaXKAbIM MOIOAbIM HACTaBHVKOM 3aKpensieH OnbIT-
HbII1, K KOTOPOMY OHU BCErAa MOryT 06paTuTbCA.

CeMbM y3HaIOT O peanusaLym NpoeKTa 13 06 bABEHNI, pa3MeLLEHHbIX B NMONKIMHUKAX ropoga Bonor-
Abl 1 0651acTHOM AeTCKOW 60MbHNLE, OT Bpayei-SHAOKPUHOSOrOB, NPV IMYHOM OOpaLLEeHUN B Hallly OpraHu-
3auuto, Yepes rpynny B COLMaNbHOMN CETU.

C KaXK[on HOBOIA cemMbeli KOOPAVHATOP MPOeKTa NPOBOANT NIMUHYIO BCTPedy Mbo NoapobHyio Tene-
boHHyto 6eceny. 3aTem, B 3aBUCMMOCTU OT BO3pacTa pebeHKa, CoLmanbHbIX U MCUXONOrMYecKnX 0COBEHHO-
CTeli ceMbl, @ TaKKe NepBooyepeHbIX BONMPOCOB, ONpeAenaeTca HacTaBHUK.

OCHOBHas YacTb O6LUEHVS HACTaBHVKa U MOAOMNEYHOrO NPOVCXOANT NOCPEeACTBOM TenedOoHHbIX nepe-
roBopoB. YacToTa 1 NPOAOMKUTENBHOCTb 3BOHKOB 3aBUCAT OT COCTOSHUA TPEBOXXHOCTU U OCOBEHHOCTEN
XapakTepa poauTtens. K coxaneHuio, MHOrve poamTeny OYeHb PEOKO 3BOHAT HAaCTaBHUKAM M3-3a CTECHU-
TENbHOCTY NGO CaMOYBEPEHHOCTM, MPUXOAUTCA CaMMM BbI3bliBaTb HOBEHBKIIX Ha PasroBOp, 3a4acTyto «Bbl-
MbITbIBaTb» AaHHblE O COCTOAHMUN pebeHKa 1 BO3HMKaLWMX Bonpocax. OueHb 3GpdeKTVBHBIMM ABNAIOTCA
rpynmnoBble BCTPeUM NOAOMNEUHbIX, KOOPAMHATOPOB N HACTaBHUKOB.

Kpome Toro, B npoeKTe NpeaycMOTPEHO yyacTre NOAPOCTKOB B KonnyecTse 20 YenioBeK C NpoBeseHu-
eM 3aHATUI LLIKonbl frnabeTa, NCUX0NOrMyecknx TPEHNHIOB 1 CMIOPTUBHO-A0CYTOBbIX MEPOMPUATUN.

3a Bpems peanusauum npoeKTa bbinv NpoBeaeHb! 3aHATYA LLKkonbl aArabeTta ans HOBEHbKMX AeTel 1 X
cemell, a Takxe «CTaXKeBMKOB» MOAPOCTKOBOrO BO3pacTa 1 ux poguteneit. pynnbl B «LLikone gnabeta» aB-
NIAIOTCA CMELLaHHBIMK, X OAHOBPEMEHHO MOCELLAIOT Kak HOBUUKY, TaK U OMbITHblE cemMbu. [pyHATME OnbiTa
1 ycneLuHble MprMepbl ABAAIOTCA OT/IMYHBIM CTVIMYSIOM /1A HOBEHBKMX B YCMELLHOM ynpaBneHuy nabetom
1 XKU3HU C HAM, @ CTPEMIIEHNE <MOLCTaBUTb MIeYO» U MOMOYb — XOPOLLEN MOTUBALMEN [JIs «CTAPUUKOBY.

Kpome Toro, B pamkax NpoeKTa npefycMoTpeHbl 3aHATUA C NCUXONOroM. /1A ONbITHbIX poauTene 1 nx
[eTel Obl1 NPOBEAEH TPEHUHT poauTeNnbCKol 3GGEKTUBHOCTI, HaMPAB/EHHbI Ha JOCTVKEHUE B3aMOMO-
HVMMaHWA CTOPOH U pa3speLLeHne KOHPIMKTHBIX CUTYaLMIA, @ TaKXKe CHUMKEHVE TPEBOXHOCTY Y poauTenei.

B pamKax CMopTUBHO-4OCYroBOro MeponpusaTis 6biv NpoBefeHbl KOMaHZoobpasyoLLye COPeBHO-
BaHWA, CMOPTVBHbIE KBECTbI, TPEHWHIW NCMXOsora ANA fAeTel, NeKUMn NCuxonora U SHAOKPUHoNora s
poauTenen, a TakKe NpeacTaBeHbl TBOpUecKre HoMepa Aetell. MeponpusTrie NO3BONNIO NOBbLICUTD yBe-
PEeHHOCTb B cebe y ieTel, HalTV HOBBIX APY3€l, MOUyBCTBOBATb, UTO «Tbl HE OAVHY, POAUTENN 3HAUUTENIBHO
pacLwmMpunn Kpyr o6LLEHMs, CMOFIM OOMEHSTBLCA OMbITOM U MOMYYUTb HOBbIE 3HAHMS.

XoueTca OTMETUTb CaXkeHHOCTb COTPYAHNYECTBA KOOPANHATOPOB, HACTaBHUKOB NPOEKTa 1 Bpaue6HO-
ro coobuecTsa B Bonorge, OCTaTOYHO BbICOKUIA YPOBEHb 3HAHUIA 1 OMbITa HACTaBHUKOB, MX HepaBHOAYLLVE
1 FOTOBHOCTb BCErAa NPUIATL Ha MOMOLLb.

OpnHako B npoLecce obLLeHNA HACTaBHNKOB 1 MOAOMNEYHbIX 11 Y4acTUA NOJOMEYHBIX B MPOEKTE B LIENIOM
BbIAIBNIEH PAA NPOOIEMHbIX MOMEHTOB:

—  4aCTb MOAOMEYHbIX HE UAYT Ha KOHTAKT, 3aKPbIBAOTCA OT O6OLLEeCTBa 1 CKPbIBAIOT 3a60/1eBaHuE;

—  CTECHWTEeNbHOCTb MOAOMNEYHbIX, 6OA3Hb NOBECNOKOUTb UM OTBNEYb HAaCTaBHUKA;

—  Yype3MepHas CaMOyBEPEHHOCTb U1 3aHATOCTb MOLOMEUHbIX;

—  MOAPOCTKOB AOCTATOYHO CIIOXHO MPUMBJIEYb K YUYACT/IO B MPOBOAUMbIX MEPOMPUATAAX, CKa3blBaeTCcA

OTCYTCTBME 3aVHTEPECOBAHHOCTY U MOTMBALMM KaK Y fieTel, TaK Uy poaunTenei.

Ha AaHHbIi MOMEHT MOXHO CMesIo CKa3aTb O TOM, YTO pe3ynbTaTbl AEATENIbHOCTM MO NPOEKTY OnpaBAbl-
BalOT OXunpaemble. KauecTBo oKasaHusA paBHOW NOAAEPKU HACTaBHKaMU U peani3yemMble MepONpUATAS
MIMEIOT JOCTAaTOYHO BbICOKMIA YPOBEHb.

B HacToslLLee Bpems, TakKe NPy akTUBHOM yyacTim 1 nopaepxke doHza KAD, B obnactn peannsyetcs
NpoeKT «PaBHbI — paBHOMY 2».
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POCCHIACKOW dEAEPALIMKN DIBY «HMUL, sHp0KpUHONOrUMY CHIICKASI ACCOLMALLAS \ CankT-IleTepbypra

MwuH3gpasa Poccuun " DHIIOKPHHOJIOTOB

r ‘ Accoumnauus

ONbIT OPTAHU3ALINN O340POBUTEJNIbHON CMEHbI AnA BETEN C CAXAPHbIM
ANABETOM B BOJIOTroACKOU OBJIACTU

X.T. Be3pykosa', E.A. Lnno.a?

'bY3 BO «Bonozodckas obnacmHas 0emckas KauHuyeckas 60/1eHUYa»
2BOOO0 «O6wecmeo 60/1bHbIX caxapHuiM duabemom»

Bonoroackaa obnactb BxoauT B coctaB CeBepo-3anagHoro deaepanbHOro OKpyra, OCHOBaHa
23 ceHTA6pA 1937 r. Paamepbl: € 3anaga Ha BOCTOK — 6onee 700 KM, € ceBepa Ha tor — 6onee 400 Km.
B cocTtaBe o6nactvi — 26 paiioHoB 1 4 ropofa 06/1acTHOro NoAYNHEHUA. YNCIEHHOCTb HaceneHus obna-
ctr Ha 01.01.2021 r. cocTtaBnsAeT 1 151 042 yen., getckoro HaceneHua (0-18 net) — 269 422 ven.

3aboneBaemMoCTb AeTell U MOAPOCTKOB B Bo3pacte 0-18 neT caxapHbim Avabetom, Tmn 1,
3a nocsiefHue 25 net Bbipocna 3HaunTenbHo. B 1996 r. — 7,48/100 Tbic. aeTckoro HaceneHus, 2005 r. —
10,23/100 TbiC., B 2015 . — 29,8/100 TbIC., B 2019 . — 29,6/100 TbiC. AHANOrNYHO 3HAUUTENIBHO BbI-
pocna 1 pacnpocTpaHeHHOCTb AaHHOro 3abonesaHua: 2011 r. — Bcero 0-18 net — 145,0/100 Tbic.
neTckoro Hacenenus (oetn 0-15 net — 118,0/100 Tbic.), 2019 r. — Bcero 0-18 net — 211/100 TbIC.
(netn 0-15 netr — 155,8/100 Tbic.). B HacToAwee Bpema Ha 01.01.2021 r. B 0651aCTU NpoxumBatoT 567 fe-
Teil, UMEIoLUX caxapHbll AvabeT 1 Tvna.

C 2013 r. exerofHO B NleTHee BpeMsA OpraHU3yeTca O3[40POBUTENbHbIN OTAbIX Takmx aeter. Cme-
Ha opraHm3yeTcsi Ha 6a3e oO6LLEro 0340POBUTENIBHOIO AETCKOro fareps, BCerga B OYeHb KpacMBOM
1 YIOTHOM MeCTe, HeflaneKo OT PaioHHOTO LieHTpa. [Ansa ynobcTea HabnogeHnsa 1 KOHTPONs 3a rvKe-
MUein feTn ¢ AMabeToM HaxodsaTCA B eQUHOM OTpsae, 06bluHO 310 20-25 yenoek. Kak npasuno, ato
JeTn cTaple 8 1 mnagwe 16 net, 4OCTaTOYHO CaMOCTOATESNIbHbIE, OOYUYEeHHblE TEXHUKE MHCYMMHOTe-
panun 1 camokoHTpona. C rpynnon aetert NOCTOAHHO KPYrIOCYyTOYHO HaXOAATCA COMPOBOXAAOLME,
OCYLLeCTBAAOLWME KOHTPONb COCTOAHWA feTel, U3 pacyeta 1 COMpoOBOXAAOWMA Ha 7-8 yenosek
(Ha rpynny 25 yenoBek — 3-4 conpoBoxgatoLmx). B uncno conpoBoxpaatowyx obs3aTenbHO BXOAAT
1 MeanUUHCKNIA paboTHUK (0byuyeHHas MeauUMHCKas cectpa nnbo Bpau) 1 2-3 BONOHTepa (M3 unc-
na pogutenen nubo naymnerTos ¢ Cll). Yawe Bcero NPoAoHKNTENBHOCTb CMEHbI COCTaBNAET 14 fHeNn.
Kpome 06bI4HOrO OTAbIXa CO CMOPTUBHBIMU MEPONPUATUAMU, KOHKYPCaMK, SKCKYPCUAMI, BEHEPHUMY
JOUCKOTEeKaMu, fIeTU C AnabeTom npoxoasaT obyueHue B «LLikone guabeTa», yuatcs 6patb Ha cebs oTBeT-
CTBEHHOCTb 3a CBOe 3ab0ieBaHMe, 06LLAI0TCA CO CBEPCTHUKAMU, UMEIOLLMMY aHANIOTYHbIE NPOGIeMbI,
NMOHMMas, YTO B MMPE MHOTO JIloAel ¢ anabetom. Mocne npebbiBaHNA Ha CNELUANN3UPOBAHHON CMeHe
y LeTell NOABNAETCA YBEPEHHOCTb B XM3HW 1 ArabeTe, YTo Bcerga otmeyaetcs pogutensmu. OueHb ya-
CTO pebsATa XOTAT NoexaTb MOBTOPHO.

Onnata NyTeBOK MNPOBOAMTCA YaCTUYHO 3a cuyeT cpeacts QoHAa counanbHOro CTpaxoBaHWA, Ya-
CTMYHO — 3a cyeT bnaroTBopuTenbHOro GpoHaa «Bo nmsa gobpar, YacTMuHO (Manas YacTb) — CpeacTea
poauTenen.
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CMHAPOM UHCYNTUHOPE3UCTEHTHOCTU TUNA AY NALUMEHTKW 15 NNET

H.B. BonoTtoBa, H.10. Paiiropopckas, O.A. Bennkoukas, B.K. Nonakos
Orb0Y BO «Capamosckuti MY um. B.U. Pazymoscko2o» MuH3dpasa Poccuu

CMHAPOM Pe3NCTEHTHOCTY K UHCYNIUHY TUMa A — MOHOreHHoe 3aboneBaHue, 06yCioBIeHHOe re-
TEPO3UroTHbIMK MyTaumaMmn B reHe INSR. MauneHTbl He UMEIOT OXMPEHMA, Kak NpaBuio, accoumumpo-
BaHHOIO C UHCY/TIMHOPE3NCTEHTHOCTbIO, YTO O6BACHAET OLINOKN B MOCTAHOBKE AMarHO3a 1 OTCYTCTBME
TapreTHoOM Tepanuun.

OMUCAHUE KIIMHUNYECKOIO CJZIYYAA

MauneHTKa 15 neT nocTynuna B KNMHUKY AeTCKOW SHAO0KpUHonorum Capatosckoro MY nm. B.W. Pas-
YMOBCKOTO C >Kafiobamu Ha Hannume yrpeBom Cbinu, U3ObITOYHBIV POCT BONOC Ha Tefle, OTCYTCTBME MEH-
CTpyaumn.

M3 6ecenbl ¢ MaMoOI CTano U3BECTHO, YTO B Bo3pacTe 6-7 neT 6bl10 3aMeyeHo OTCTaBaHue
B pPOCTe, leBOYKa Habsofanacb No MecTy XUTeNbCTBa, B YeueHckoi pecnybnuke. NepBuyHoe 3H-
LOKpUHONormyeckoe o6cnefoBaHve Nno nNoBoAy 3aflepXKKu pocTa npoBefeHo B Bo3pacTte 12 ner,
npu KOTOpoMm pocT coctaBun 125 cm, SDS pocTta -3, geBouka nmena maccy 22 kr, UMT 16 kr/m?
1 SDS MT -0,78. BbifaBneHo oTcTaBaHMe KOCTHOro BO3pacTa Ha 2,5 roaa. B nnaHe audpdeperumnans-
HOW ANArHOCTUKU HU3KOPOCIOCTM Bbifla NpoBeAeHa CTUMYNSALMOHHAA Npoba ¢ KNnodennHom, Mmak-
cumanbHbIi Bbibpoc CTI coctaBumn 8,6 HI/MJ, yCTaHOBMIEH NapLumanbHbil fedrumnT ropmoHa pocTa
(FP) n Ha3HaueHa TepanuA 'P. leBouka nonyyana plP B TeyeHue 1,5 rofa, oTMeyanocb yBenuyeHve
CKOpOCTM pocTa Ao 7,5 CM/rop, yBennyeHne nokasarteneil MHCynnHonoao6Horo gaktopa pocra-1
(MDP-1_ po 350-380 Hr/mn

B Bo3pacTe 13 neT mama 3ameTuna nosiBNeHMe BOMIOC Ha JIOOKe 1 B 06MacTyi TMPCYTHBIX 30H, Ye-
pe3 3-4 mec nocnie nybapxe — Hayano PocTa MOMOYHbIX xene3. [pn KOHTPONIbHOM 06CnefoBaHNN
B Bo3pacTe 13,5 roga Habnioganncb NporpeccrpoBaHne rMpcyTn3ma, yrpeBas Cbifb. KnnHuyeckme
NPOoABJIEHNA rMNepaHAPOreHN CONPOBOXAaNNCh NOBbILLEHNEM YPOBHA TECTOCTEPOHa [0 8 HMONb/N;
yBenuyeHnem ob6bema 1 NOIMKNCTO3HBIMU U3MEHEHUAMM ANYHUKOB. BriepBble 06Hapy»keHa runepriv-
KemuA 9,7 MMONb/N HaToWak 1 9,2 MMONIb/N — MNPV NPOBEAEHNV OPaJIbHOTO [IOKO30TONIePaHTHOrO
Tecta (O TT). lopmMOH pocTa 6bin oTMeHeH. Yepe3 6 mec nocie oTMeHbl [P NpoBeaeHoO KOHTPOJNIbHOe
obcnepnoBaHue. MokasaTeny FoKo3bl KPOBY HAaTOLAK COOTBETCTBOBANN HOPMOTIMKEMUW, MPU NpoBe-
geHun OF'TT — 11,4 mmonb/n. BbicTaBneH AmMarHo3s: caxapHblii guabeT 2 Tna, HasHaueH MeTopMUH
B fo3e 1000 mr B CyTKM.

Mpn obcnefoBaHun B Bo3pacte 15 feT AeBouka umena poct 147 cm, SDS=-2,4, maccy 34 kr,
NMT=16,6 kr/m? SDS IMT=-1,6.

[leBouka nmena HU3KMIA pocT (MeHee 2 SD OT cpefiHero), KOCTHbIN BO3pacT cooTBeTcTBOBanN 13 ro-
[aMm, OTCTaBas OT MAacnopTHOro Ha 2 rofa. Mpu a3tom ypoBeHb UOP-1 coctaBun 467 Hr/Mn, COOTBETCTBO-
Ban 90-My LIeHTUI0 ANA XPOHONOrMYeCKoro Bo3pacTa 1 3HaunTeNIbHO NpeBbILLa NoKa3aTenu, COoTBeT-
cTByIOLWME GM3NYECKOMY Pa3BUTMIO.

Mpn ocmoTpe ob6paluanm Ha ceba BHMaHVe POCT BOOC Ha fvLe B 30He 6akeHOapA, Haf BepxHen
ryboii, no cpefHe IMHUN XXUBOTa, MMNePTPUXO3 MO BCEM KOXXHBIM MOKPOBaM. BbipaXKeHHbIN YepHbIii
aKaHTO3 B 0611aCTV NOAMbILLEYHbIX BMafWH, JIOKTEBbIX CYCTaBOB. EAVHUYHBIE aKCUANsApHbIe Nanuno-
Mbl. MonoBoe pa3suTre cooTBeTcTBOBaNO Ma3P4 no knaccndumkauum TaHHepa, Menia MecTo nepBuY-
Has ameHopes.

Ha doHe neueHns meTdopmMMHOM JOCTUIHYTa HOPMOFIIMKEMUA HATOLLAK, COXPaHANACh rMnepriu-
KemuA npu ynotpebneHnn NpoayKToB C BbICOKUM FIMKEMUYECKM UHAEKCOM. YPOBEHb MNKMPOBaH-
HOro remorno6uHa coctaBun 5,7%. PesynbtaThl nabopaTopHoro obcnefoBaHus CBUAETENbCTBOBANN
0 HaNUUMK BbIPAXKEHHOTO FUMEPUHCYVHN3MA: YPOBEHb MMMyHOpPeakTMBHOro nHcynuHa (MPU) Hato-
wak — 264 MME/mn, C-nentuaa — 6,9 Hr/Mn; yepes 2 4 nocne CTUMynAumm rnokoson (Ha poHe OI'TT)
yposeHb MPUN — 300 MME/mn, C-nentnaa — 20 Hr/mn
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MepBuYyHan ameHopes B Bo3pacTe 15 fieT, KNMHNYECKVe NPOABNEHNA TMNepaHAPOreHN NOCIyXu-
1IN OCHOBaHVeM Ans npoBefeHuUs Y3/ opraHoB mManoro Tasa ¥ ropMoHasibHOro obcnefnoBaHus. Pasme-
pbl MaTKM GbININ 3HAUUTENBHO HUXKE BO3PACTHON HOPMbI, 06bem MaTkK 16,5 cm® cooTBeTCTBOBanN 3 nep-
ueHTunm [T. Kelsey, E. Ginbey, 2016], sHaomeTpuin — 5,8 Mmm. MpaBbiil 1 NEBbIN ANYHUKA UMENV 06beM
15,7 cvm® 1 17,4 cmM® COOTBETCTBEHHO, U3ObITOYHOE pa3BuTUE GONIMKYISAPHOrO annaparta ¢ MakcMmarb-
HbIM pa3mepom GONKYNOB A0 4 MM.

Pe3ynbTaTbl rOpMOHanbHOro 06cneaoBaHNA Ha GpoHe aMeHopeu: NITENHN3NPYIOLLNI TOPMOH —
18,4 mEa/n, donnukynoctumynmpyowmii ropmoH — 5,4 MEA/n, TectoctepoH — 10,3 HMOMb/, SCTpaam-
on — 22 nr/mn NoATBepXKAany KNMHMYECKre NPOoABAEHUA MMNepaHAporeHnn U B COBOKYMHOCTY C pe-
3y/ibTaTaMy yNbTPa3BYKOBOMO UCC/IeJOBAaHNA COOTBETCTBOBAIN CUHAPOMY MOMMKNCTO3HBIX ANYHUKOB.

Ha ocHoBaHuMM npoBeAeHHOro o6CNeAoBaHMA B KIMHUYECKOW KapTuHe 3aboneBaHuA 6binu
Bbli€NEHbI:

1. CUHAPOM VMHCYNMHOPE3NCTEHTHOCTU: YePHbBIN aKaHTO3, CaxapHblii AvabeT Ha poHe rmnepuHCynm-
HEeMWM NPU OTCYTCTBUN OXMPEHUS;

2. CYHAPOM rMMnepaHAPOreHUN: rMPCYTU3M, MOBbILEHNE YPOBHA TECTOCTEPOHA, NEePBUYHAA aMeHO-
pes, yBenunyeHrne obbema 1 NoIMKNCTO3HbIE N3MEHEHNA ANYHNKOB;

3. HU3KUI POCT 1 BbICOKUI ypoBeHb NOP-1 — 467 Hr/mn.

C uenbto BeprdMKaLMM ANArHo3a, BbIABIEHNA reHeTUYECKUX MPUYUH UHCYTIMHOPE3UCTEHTHOCTY,
Ha 6a3e nabopatopun HMUL sHgokpuHonoruu (3aB. nabopatopren npod. A.H. Tionbnakos) B pamkax
nporpammbl «Anbda-IHA0» 6bI10 MPOBEAEHO MONIEKYNAPHO-TeHeTnYeckoe obcnepoBaHue. B reHe INSR
BbIABJIEH F€TePO3MIOTHbIV BapuaHT: €.3472C>T:p.R1158W, onncaHHbIN Kak NaToreHHbIN.

3AKNIOYEHUE.

1. Ha ocHoBaHWM COBOKYMHOCTU KIMHUYECKNX AAHHBIX — CUHAPOMA UHCYNIMHOPE3UCTEHTHOCTMN NpK
OTCYTCTBUMN OXUPEHVA U CUHAPOMA rvnepaHAPoreHnn — y 1eBOYKM yCTaHOBJIEHa HacNeACTBEH-
HaA MHCYNMHOPE3NCTEHTHOCTb TMNa A, NOATBEPXKAEHHAA pe3y/bTaTaMii MOJEKYNIAPHO-TeHeTUYe-
cKoro obcnegoBaHuUs 1 006YCIOBIEHHas reTepo3nroTHon myTaumen B reHe INSR.

2. 3apepxKa pocTa npu BbiICOKOM ypoBHe NDP-1, BeposaTHee Bcero, o6ycnoB/ieHa nepekpecTHON He-
MpoBeaeHne MONEKYNAPHO-TeHETUYEeCKOro 06Cej0BaHNA NO3BONMIO YCTAHOBUTbL ANArHO3 U Ha-
3HauMTH cneyuduyeckyto Tepanuio.

.
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CMHAPOM NNEHLUA Y PEBEHKA C CAXAPHbIM AUABETOM.
B3AMMHOE BJINAHUE

10.A. Bpaxko, T.J1. Kypaesa, M.A. ToxuykoBa
OrbY «<HMUWL sHOokpuHon02uu» M3 PO, Mocksa

B cnyyasx, korpa caxapHblii arnabet (CL]) coueTtaeTcs C mopa)KeHuem Apyrix opraHoB U CUCTeM (IKC-
TpanaHkpeaTnyeckue 3aboneBaHuA), peub MOXET NATU OO O reHeTNYECKOM CUHAPOME, B COCTaB KO-
Toporo BxoauT Cll, nnbo o cnyyainHom coyeTaHuun. B 3Tom ciyyae BO3MOXXHO B3aMMHOe BANAHWE ABYX
3aboneBaHuii Ha TeYeHME KaXXAoro U3 HUX.

LLEJIb PABOTbI — onvicaHue KnuHnyecknx nposasneHmnin coyetanna CA 1 una (CA1) c cuHppomom
Jenua (CJ).

CuHppom JleHua (MnKkpodTanbmma JleHua) — peakuii HacNeACTBEHHDbIV CUHAPOM, KOTOPbIN Xapak-
Tepur3yeTcs OAHOCTOPOHHEN/ABYCTOPOHHEN MUKpodTanbmuein nnm aHodTanbMmeit, B coueTaHnm ¢ no-
pa)keHnem MHOrMX OPraHoB M CUCTEM, BKJIIOYaA MOPOKU Pa3BUTUA KOCTHO-MbILLIEYHOW 1 MOYEMNONoBOW
cuctem. YactoTa BcTpeyaemocT B nonynaumm 1:10 000. B ocHoBe pa3BuTuA CMHAPOMa fiexaTt MyTaumm
B Pa3HbIX reHax, onpegensaowmx peHoTnn cnHapoma. Yaue Bcero Mmukpodtanbmus JleHua dopmupyeT-
cA B pe3ynbraTe MyTauum reHa NAAT0 Ha xpomocome Xg28, kogupytowwen N-anbda-auetuntpaHcdepa-
3bl 10 (NAA10). B eanHNUHBIX Cnyyasx onvcaHbl Apyre BapuaHTbl MukpodTanbMuii ¢ ¢eHotmmnom CJl,
HO C MyTaLMAMM B APYFMX FreHax, 4to onpeaenseT 3HaunTeNnbHble peHoTUNMYecKne BapmaHTbl. CoveTta-
Hui ¢ C[1 He onuncaHo.

KnuHnuyeckne npoasneHna: OGHOCTOPOHHAA/ABYCTOPOHHAA MUKpodTanbMua (@HodTanbmua), nu-
LieBol ANCMOPPU3M, aHOMANIMN KOHEYHOCTEN (KNMHOAAKTUANA, MONNAAKTMANA W AP.), MUKPOKOPHEa,
KONO6OMbI LMIMapHOro Tena, Mukpouedanvs, ManeHbKne, HenpaBuabHON GOPMbI YLLIHbIE PaKOBUHDI,
WHOTAA C HapylleHneM cnyxa. MoryT HabnioaaTbCA areHe3us nepefHnX pesLos, HernpaBuiibHol Gpop-
Mbl, LUIMPOKO paccTaBineHHble 3y6bl, aHOManum penpoayKTMBHON U MoYeBbIBOAALLEN cnucTeM. B 6onb-
WKHCTBe cnyyaeB 60sbHble ¢ CJT UMEIOT yMepPeHHYI0 NN TAXKENYIO CTeNeHb 3afePXKKN TEMMOB NCUXO0-
MOTOPHOrO Pa3BUTUA, Pa3HYto CTeMNeHb YMCTBEHHOW OTCTanoCTu.

OMUCAHUE CNYYAA. MauuenT I Habnogaetca B OIBY «HMULL sHaokprHonorum» ¢ 8 net. /13 aHa-
MHe3a: 6epeMeHHOCTb 2-A, NpoTeKana Ha GoHe yrpo3bl NPepbIBaHUA Ha BCeM NpoTaxeHun. Poaunca
B cpok Becom 3400 r, annHa Tena 52 cm. B Bo3pacTte 5 aHen nepeBefdeH B OTAeNeHMe HeOHaToNormmn
C AnarHosom: BYW HeyTOHUEHHOrO reHesa C NopaXXeHNeM rnas: BANOTEKYLMI BHYTPUYTPOOHbIN yBEWT,
OS-muKpodTanbm 2 CT., MUKPOKOpHea, GMbpo3 CTeKNOBMAHOrO Tena; rmnepTeH3nBHo-rugpouedans-
HbI CUHAPOM.

C paHHero Bo3pacTa OTMeYalTCA OTCTaBaHME B MCMXOMOTOPHOM Pa3BUTUK, HapyLlleHue cnyxa,
3peHns, ABYCTOPOHHMI KpunTopxusm. B Bo3pacte 1 ropa B HAW rnasHbix 6onesHen nm. lenbmrosnbla
AunarHoctpoBaHbl: OD-konoboma aucka 3puTesibHOro Hepsa, OS-MUKpodTanbm, MUKPOKOPHea, Ya-
CTUUHbIN $PUBPO3 CTEKNOBMAHOIO TeNa. BnepBsble reHeTVKOM NpeanonoxeH anarHos CJ1.

B anpene 2017 r. (B Bo3pacTe 7 neT) Npu NJaHOBOM 06CeAOBaHUN BblBAEHbI FUNEPrankeMus,
rNIOKO3ypWA, KETO3 (B TEUEHME HECKOMbKMX MECALIEB HapacTany Xaxnaa, Monypus, SHypes, CHUXKeHne
Beca). inarHoctmposaH C[11, Ha3HaueHa uHcynuHotepanus. C mas 2017 r. nocne anneHA3KTOMUK € ne-
PUTOHWNTOM B CBA3M C METEOPU3MOM 1 BONAMU B XKMBOTE, 3aropamu nepeBeAeH Ha NUTaHNe CMecbio
«Nutrilon nenTu ractpo» c gob6aBneHnem Kawl 1 MACHOro ntope. 3a 1,5 roga pebeHoK He BbIpOC, MOXyAen
Ha 3 Kr.

B Bo3pacTe 8 neT ManbumK NOCTYNUN B JETCKOE OTAENEeHUe caxapHoro Avabeta B TAXKENOM Co-
CTOAHNN: peBEHOK UCTOLLEH, OTMEYAETCA BblpaXKeHHas 3agepKa pocTa (SDS pocta —-3,977, SDS Beca
-6,913, SDS IMT -4,863), )X1MBOT B34YyT, Bblpa)keHbl pe3kasn cnabocTb, MblleyYHasA FMNOTOHUA: pebeHoK
C TPYAOM CUANT 1 CTOUT C NOAAEPKKON, He XxoauT. Mpy ocMoTpe NOCTOAHHO FPOMKO NiayeT, NPoCUT
ecTb, HeraTuBeH o arpeccumn. Cutyauma ycyrybnanacb HeCnocob6HOCTbIo pebeHKa nepexeBblBaTb
nuwy (en TonbKo NpPOTepTble, FOMOreHN3POBaHHbIe NpoayKTbl). ObpalialoT BHMMaHve: aHodTanb-
MUA cnpaBga, AVUCNNasnA NMLEBOro Yepena, ManeHbkune, HenpaBuibHON GOPMbI YLIHbIE PAaKOBUHDI,

/
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aHOMaJIbHOe CTPOeHMWe U pacronoXeHne 3y60oB, MUKPOMEHUC, ANYKU He NanbnupyloTca. MHcynuHo-
Tepanua: Hosopanug no 0,1 Ha npuem nuwum, go 1 Ea/cyt. Yactble runornnkemmn. lNepsoHayanbHO
6bI710 NMPEAMNONIOKEHO, YTO BbILLEONMUCAHHBIE KAVHUYECKUe MpoABfieHNA 6binn obycnoBneHbl TaA-
XecTblo TeyeHnsa CJ1. He ncknioyanacb cuHapomanbHas dopma CA. OgHako Ha ¢oHe pacmpeHus
nuTaHWA: 3a Hefento Nprbaska Beca 1 Kr, 3arMopbl CMEHWINCH eXefJHEeBHbIM OOWIbHBIM CTYJIOM, Ha-
6n0anocb 3aMeTHOe YMeHbLUEHVE MbILEYHOI FMNOTOHUN (PebeHOK yBEPEHHO CUANT 1 CTOWT, Ha-
Yan XoAuTb), Ucyesna TaKenasa nonudarud, ynyylnancb HaCTPOEHME U KOHTAKT C OKPY»KaloLVMU.
KoppeKuus nuTaHus He npriBesia K Kakum-nmbo cepbesHbiM xanobam co ctopoHbl KKT. Ckoppek-
TMpOBaHa fo3a nHcynuHa ao 7 Efl/cyT. Mpu obcneposanum: HbA, — 7,3%, IA2 >400 Eg/mn (0-10).
Mpu MoneKkynApHO-reHeTNYEeCKOM NCCIeJOBaHNN NaHeN reHOB HapyLUeHW yrneBofHoro obmeHa
MyTaLui He OBHapy>KeHO.

Mpu noBTOPHOI rocNUTanM3aummn Yepes 2 roga — BbIPOC Ha 13 cm, oTcyTCTBYeT AedULMT Macchl
Tena (SDS pocta -3,131, SDS UMT -0,739). PebeHoK LOCTaTOUHO yBepeHHO xoauT. OTMevaeTcs ynyuiie-
HVe NCMXOPEeYeBOro PasBrUTMA — MoceLlaeT 2-i KNacc KOPPEKLUVOHHON LKOMbl. ANMETUT YyMePEHHbIN.
K coxkaneHmio, He BOCCTaHOBWIACh XeBaTeslbHaA GYHKLUA, UTO MOXKET ObITb Pe3yNIbTaTOM LIeHTPasIbHbIX
HapyLLIeHW NM6o cToMaToNornyeckmx npobnem. CTaHOBUTCA OYEBUAHDBIM, UTO TAXKECTb COCTOAHNA pe-
6eHKa npu NepBoii rocnuTanm3ayuy bbiia 06yCIoBIEHa HE TOMBKO (M He CTONbKO) nposiBieHnamn CJ,
HO B MepBylo ouyepeab ryO6oKNMI HapyLweHAMM B MUTaHUM pebeHKa. TeueHne C[] octaeTcA nabusb-
HbIM, OTMEYaeTCA BblCOKasA BaprabenbHOCTb IMNKEMIM B TeYeHMe [iHA, MOTPe6HOCTb B A03aX UHCYIMHA
octaeTcs Hu3kol (0,6 E[l/kr/cyT). HbA, — 8,4%. B nepcnekTviee NnaHnpyeTcs nepeeoa Ha NoOMMoBYI0
Tepanuio. lnarHos C11 noaTBEpXKAEH HaNM4MeM BbICOKOrO TUTPa ayTOaHTUTES, YTO He MO3BOJIAET OT-
HeCTU ero K crHApoManbHol popme 3abonesaHus. Habnopgaetcsa y cypponora ¢ guarHosom: [ipycro-
POHHsAsA TyroyxocTb |l cteneHn cnesa, IV cTeneHmn cnpaBa ¢ NePCNeKTBON G1UHaypasibHOro ClyxonpoTe-
31POBaHNA LMPPOBLIMY MHOTOKaHaIbHbIMU CITyXOBbIMY annapatamu. lMnaHnpyeTca npoTtesmpoBaHme
rnasa. Co CTOpPOHbI MaTepu OTMEYAeTCA 3HauWTeNIbHOe yiyudlleHre B NMCMXO3MOLMOHaNbHON chepe
Ha ¢poHe NoABNEHUA YBEPEHHOCTU B 6N1arononyyHoOM MPOrHo3e B OTHOLIEHVN COXPaHEHNA 3A0POBbsA
pebeHKa 1 ero ncuxocoumanbHOM afanTaLym.

3AKJTIOMEHME. MNpriBefeHHOe HabnoaeHe AEMOHCTPUPYET CIIOKHOCTU B MHTeprpeTauuy npu-
UVH TSXKENIOro coctosiHnA peberka ¢ CJ1 B coyetanum ¢ Cll, yumtbiBas peAKOCTb, Bblpa)<eHHbI Nonu-
MOP$U3M U HE[OCTATOUHYIO M3YUYEHHOCTb KIIMHUYECKUX MPOABIEHUA CUHAPOMA, B YaCTHOCTU, B CO-
yetaHun ¢ C[l. MonoxutenbHaa AUHaMMKa Y ONTUMUCTUYHBIA MPOTrHO3 B OTHOLLUEHWN BO3MOXXHOCTEN
KOPPEKLMM UMEIOLLMXCA HapyLUEHWI CO3AAI0T MO3UTUBHbINA KIMMAT B CEMbE.
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

POJIb HEMPEPbIBHOIO MOHUTOPWPOBAHUA NMNKEMUW B KOMNEHCALUU
CAXAPHOIO AJUABETA 1 TUMA 'Y BETEM U NOAPOCTKOB B 2019-2020 I'T.

T.A. BaguHa, A.P. AliHeTanHoBa, [1.H. Jlantes, T.J1. KypaeBa, E.B. TutoBuy, O.K. Bukynosa,
H.l. MokpbiweBa

OrbY «HayuoHanebHeIl MeAUUUHCKUU ucciedosamennbckuli yeHmp SHOOKPUHOI02UU»
MuH30dpasa Poccuu, Mockea

BBEAEHME. CaxapHbii anabet (C1) y feTeit 1 NOAPOCTKOB 3aHMMaeT BeayLiee MecTo B CTPYKType
XPOHUNYeCKMX 3aboneBaHNin ETCKOro Bo3pacTta. Heob6xoanMocTb CBOEBPEMEHHOIO aHasM3a U MOHUTO-
pUHra NoJTlyYeHHbIX JaHHbIX B PeXXMe peaslbHOro BPeMeHU NOCYXMa OCHOBOMN A1A co3aaHua 6asbl
[aHHbIX NaLNeHTOB C caxapHbiM Anabetom B OIBY HMUL sHaokprHonorun. CBOeBpeMEHHBIN aHann3
Mo3BONAET NnosyyaTb MHGOPMaLMIO O COCTOAHUM NPO6GIEeMbl U pa3pabaTbiBaTb HEOOGXOAVMbIE MEPO-
NpYATUA No NPodUNaKTMKe 1 NedeHnio 3aboneBaHus.

LEJIb — n3yunTb nokasaTenu rMKMPOBAHHOIO reMornobuHa 1 posib HeMpPepPbIBHOrO MOHTUPO-
BaHuA rnkemun (HMI) B KomneHcaummn C1 1 Tvna y AeTen 1 NoApOCTKOB, MOJTyYaBLUUX CTaLMOHapHoe
neyeHue B AETCKOM OTAeNeHUn caxapHoro guabeta Orby «HMUL sHgokprHonorum» MuHsapasa Poc-
cmm B 2019-2020 rT.

MATEPUAJIbl U METO/bI. B 2018 r. Ha 6a3e mMeanLMHCKON UHGOPMALMOHHOM cuctembl qMS
OreyY «<HMUL, sHpokpuHonorum» MuH3gpasa Poccumn co3paHa sanekTpoHHas aHKeTa nauueHTos ¢ Cl,
nocTynatoLmx B CTaLMoHap. AHKeTa NpefcTaBnseT cobom pasfen NpoekTa «JHA0KaPTay, BKIIOUMBLLIETO
4 perncTpa S3HAOKPUHHbIX HO30M10TUIA. BBOA AaHHbIX B PrucTp caxapHoro auabeTa getei v NOAPOCTKOB,
NposieYeHHbIX B CTaLMOHape, BbIMOMHAETCA € HOA6pPA 2018 I. No HacTosALlee BpemMA COTPYAHMKaMM OT-
AeneHunin IHcTuTyTa feTCKon SHAOKpUHONornu. laHHble pernctpa 3a 2019-2020 rr. 66111 npoaHannsu-
poBaHbl peTpocnekTnBHO. CTaTUCTUYECKUI aHaNM3 NPOBOAWIICA C UCNONb30BaHeM nporpamm Excel
n Statistica 13.3 (Statsoft, CLLA).

PE3YJIbTATDbI: 3a nepuog 2019-2020 rr. B pernctp BkAoUeHbl 2265 pgeten: ¢ CI1 1 Tna — 95,2%
(n=2156), c C[] Tina MODY — 3,7% (n=85), ¢ CA 2 Tna — 0,8% (n=18) 1 c HapyLLeH1eM ToNepPaHTHOCTN
K rntoko3e — 0,3% (n=6).

Mpun CJ 1 Tna MeanaHa pnMTeNbHOCTU 3aboneBaHnA coctasuna 5 ner [4; 9], MmefnaHa Bo3pacTta —
11 net [7; 14], MefnaHa rMUKMpPoBaHHOro reMornobrHa — 8,2% [7,8; 8,9]. HMI B NocTosHHOM pexnme
ncnonb3oBanu 41% petei ¢ CA 1 Tvna (n=879), MeanaHa rmmKkMpoBaHHOro reMmornobuHa (HbAk) Brpyn-
ne feten, ncnonb3ytowmx HMI, coctasuna 7,4% [6,6; 8,2], B rpynne 6e3 HMI' — 8,1% [7,0; 9,6], uTto 6bi10
CTaTUCTUYECKM 3Ha4YMMO Bbilwe (p<0,001, Kputepuii MaHHa-YuUTHM).

BbIBO/bl. bonbluyio YacTb NaLMEHTOB, MOYYaBLUNX CTaLMOHAPHOE NeyeHre B eTCKOM OTaene-
HUW caxapHoro anabeta B nepuog 2019-2020 rr., coctasunu aetn ¢ CA 1 Tvna (95,2%), u3 Hux 41% npu-
MeHANn cuctemy HMI, 4yTo NO3BONUNO YNYYlINTbL MOKa3aTenu MMKeMUYECKOro KOHTPONA B JaHHOM
rpynne.

N
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30PABOOXPAHEHMA
POCCHIACKOW dEAEPALIMKN DIBY «HMUL, sHp0KpUHONOrUMY

MwuH3gpasa Poccuun 3H/IOKPUHOJIOTOB

L

‘ Accoumnauyms

I SHAOKPUHOOM0B
MCKASI ACCOUMALMS mw CarkT-MeTepbypra

OCOBEHHOCTU COMATUYECKOIO CTATYCA AETEW C BNEPBbIE BbIABJIEHHbIM
CAXAPHbIM AUABETOM 1 TUNA

T.B. Bapnamoga', E.B. XomsakoBa?, l0.P. 3apunosa’, [.b. ba6orno'

'Mempo3asodckuli 2ocydapcmeeHHbili yHusepcumem, [lempo3sasodck, Poccus
2IbY3 «/Jlemckas pecnybnukaHckaa 6oneHUYa», lemposasoock, Poccus

Bblcokaa pacnpocTpaHeHHOCTb caxapHoro AnabeTa 1 Tvna (CA 1), maHndecTaLma B ETCKOM 1 noA-
POCTKOBOM BO3pacTe, Pa3BuUTME OCNIOKHEHUIA, YXYALLAIOLMX KaUeCTBO M MPOAOCIKUTENBHOCTD »KU3HN
ABNAOTCA aKTyalbHbIMK MPOo6IeMamMn CUCTEMbl 34paBooXpaHeHns. OTMeUYaeTc HEYKNOHHBIN pocT
3aboneBaemocTtn C[11 cpean feTeit 1 NOAPOCTKOB, YTO OTMeyaeTca u B Pecnybnuke Kapenusa. Bbico-
KanA yacTtoTa 3abonesaemoct C[11 getckoro HaceneHua cocefHer ¢ Kapenveir OuHnaHanm, nmerowlei
obLme STHUYECKME N KyNIbTYPHbIE KOPHYU, a TakXKe KnumaToreorpaduryeckyio 61130CTb, NOBbILIAET aK-
TyanlbHOCTb U3yYeHWA 3TOW SHAOKPUHHOW NaTonornm

LIEJ1Ib PABOTbI — npoBecT oLieHKy cOMaTUyYeCcKoro cTaTyca fieTeli C BriepBble BbiABeHHbIM C/11.

MpoBeaeH aHann3 ncTopuin 6onesHn 236 NAUMEHTOB (U3 HUX MaNTbYMKOB 57,2%) C BNepBble BbiAB-
nenHbim CA1 3a 2005-2021 rr., HaXOAMBLUUXCA Ha SleueHUN B LieHTpe feTCKOW SHAOKPUHONOMMN U ra-
cTposHTeponorum IBY3 «[leTckasa pecnybnmkaHckas 6onbHuLa» Pecnybnukn Kapenusa.

Havnbonblee uncno 3abonesLux 6bi10 BbiABIEHO B 6, 8 1 11 neT. M1KK 3a6oneBaemMocTyi NPUXoau-
NNCb Ha BeCeHHe-OCeHHWIN nepuofbl. CTeneHb Bbipa)KeHHOCTU KIMHUYECKNX NpoaBaeHni 3abonesa-
HVA 3aBUCUT OT BO3pacTa, fie6toTa 1 CTagum B Nepriof BbifBNeHNA. B cembax aeteid, 6onbHbix CA11, umeeT
MecTo 3PPEeKT HaKoMNEeHMA FeHOB, U OTMeYaeTCsa «CUHAPOM ynpexeHusa»: C[11 passmBaetcs B 6onee
MOJIOfIOM BO3PacTe, UeM y POAUTENEN, U MPOTEKaeT TaxKenee. B nocnepHee Bpems uncno 6onbHbix C 1T
pacTeT NpenMmyLLeCcTBEHHO 3a CYeT AeTen Ao 5 neT. OTo Tak Ha3biBaemoe «omonoxeHve CL11», To ecTb
TeH[eHUMA K Gonee BbICOKOW yacToTe 3aboneBaHnsA feTeil B paHHeM Bo3pacTe. OcobeHHocTbio C/11
y AeTeii faHHON BO3PACTHOW rpynnbl ABNAETCA OCTPOe Hauano 3abonieBaHWA € ObICTPbIM Pa3BUTUEM
AnabeTnueckoro KeToauuposa. U3 236 cnyyaes B 50,4% C[11 Tvna 6bin AMarHOCTUPOBaH B COCTOAHMM
AMnabeTnuecKkoro KetoaLyposa.

OTAroweHHan HacneCTBEHHOCTb MO ayTOUMMYHHbIM 3a6oneBaHuam (C[11, ayTOMMMYHHbI TUpeo-
nanT (AUT), AnddysHbI TOKCMYecKuid 306) bbina BbiABNEHa TONbKO Y 8% MaLMEHTOB, MO APYrUM SHAO-
KpVHHbIM 3a6oneBaHuam (Cl 2 Tuna, oxupenne, anddysHbiin HETOKCUYecKnit 306) — B 31% cnyyaes.

Mpwn o6cnepoBaHuy geteit ¢ CL41 6binv BbiSBAEHbI: aTONUYECKN aepmaTnT B 11,1%, naTonorus cep-
[eYHO-COCYANCTON CUCTeMbl B 57%, natonorna MoyeBon cuctembl B 18%, HapyLueHne OnopHo-ABura-
TenbHoro annaparta B 11%, 3aboneBaHnA HepBHOW cncTeMbl B 6%, AUT B 13% cnyyaes.

Takvim o6pa3om, Bnepsble BbisiBneHHbI C[11 Hanbonee yacto coyetaetca ¢ AUT. AHTUTPEOUHbIe
aHTWTENa B CbIBOPOTKE KPOBY NpucyTcTBOBanu y 20% 60nbHbix C[11, UTO 3HAaUMTENBHO BbILLE NO CpaB-
HeHwuto ¢ fieTbmu 6e3 C[11. Bbicokas yactoTa couetaHusa C[11 n AUT TpebyeT obsazaTenbHoro obcnenosa-
HUA LWUTOBULHOWN »Kene3bl Kak Npu Bnepsble BbiasBneHHoM CL11, Tak 1 B AUHAMMKE.
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OCOBEHHOCTU BPOXAEHHOIO U ABANTUBHOIO UMMYHUTETA
Yy NnoaAPOCTKOB C OC/IOMHEHHbIM TEMEHMEM CAXAPHOIO AUABETA 1 TUMA

A.A.Boponan, IA. TankuHa, M.A. JleBkoBuy, M.B. KomkoBa, H.B. Mopo3oBa

Orb0Y BO «Pocmosckuli 20cy0apcmaeHHbil MeduyuHckutl yHusepcumem» MuHzopasa Poccuu,
2. Pocmos-Ha-/JoHy

CaxapHbiin guabet 1 Tuna (CA1) cumtaetca 3aboneBaHNeM KNeTOYHOro 3BeHa afanTVBHOMO MMY-
H/TEeTa, HO CyLIeCTBYIOT JoKa3aTeNbCTBa TOro, YTO KOMMOHEHTbI BPOXAEHHOW UMMYHHOW CUCTEMbI, Ta-
Kue Kak Toll-like-peLienTopbl, NpuHMMasn yyacTvie B pacno3HaBaHM SHAOTEHHbIX NaTOreHOB, MPUBOAAT
K aKTMBaLMN CUTHaNbHbIX NyTeR, SKCNPeccu NPOBOCMaNTENIbHbIX MEANATOPOB 1 MHAYKLMN UMMYH-
HbIX peaKLuiA, aCCOLMMPOBaHHbIX C MUKPOCOCYANCTBIMU OCIOXHEHUAMM Y noapocTkos ¢ CA11.

LEENIbIO UCCNIEQOBAHWNA sBnnock onpepeneHune ponu ¢GakTopoB BPOXAEHHOIO 1 aAanTVBHOMO
UMMyHMTETa B pOPMUPOBaHNM MrKpoaHriuonaTtum npu CL11y noapocTKos.

MATEPUAJbl U METOAbI. O6cnepnoBaHo 140 nauveHToB 14-18 net ¢ gnutenbHocTbio C1 60-
nee 6 mMec, NofyyvaroLWmxX NHCYAMHOTepanuio, 1 36 COMaTUYeCKM 340POBbIX MOAPOCTKOB (KOHTPONbHaA
rpynna). MauuvenTbl ¢ CA1 6bIn pacnpegeneHbl Ha Age rpynnbi: | rpynna (n=65) — nayueHTbl C [eKOM-
nexcauveinn C11 (FKMPOBaHHbIV remoriobuH (HbAK) >9%); Il rpynna (n=75) — yaoBneTBOpUTENIbHbIM
rkemmyeckum koHtponem (HbA, <9%). B 3aBMCMMOCTY OT Hannuma UM OTCYTCTBUA MUKPOLMPKYNA-
TOPHbIX HAapYLUEHWI rpynibl 6b11 NoApasgeneHbl Ha noarpynmbl: la (n=50) v lla (n=38) — ¢ Hannurem
MUKpoaHruonaTtui (quabetnyeckoe nopakeHne opraHa 3peHus, fuabetnyeckas HedpponaTus, Heipo-
natus); 16 (n=15) n 116 (n=37) — c HeoCNIOXHEHHbIM TeUeHneM 3aboneBaHus. OnpeaeneHne NonynALmW-
OHHOTO U CybnonynALYOHHOIO COCTaBa IMMPOLIMTOB U MOHOLIMTOB NeprupepuyecKort KpoBH, ypPOoBHA
skcnpeccun Tonn-peuentopoB (TLR-2, TLR-4) npoBoamnyu MeToAoM OAHO- 1 ABYXMapaMeTpuyeckoro
beHoTMNMpPOBaHWSA, NCNONb3yA peareHTbl dprpm Immunotex (OpaHums), Caltag (CLUA), FITC (u3otroun-
aHaTdnyopecuerH) — meuyeHble CD3*, CD4*, CD8*, CD16*, CA19*, CD282*, CD284*, HLADR* 1 PE (puKo-
SpUTPUH) — MeyeHble CD14*.

PE3YJIbTATDbI. B la noarpynne no cpaBHeHUIO C KOHTPOJbHOW 1 16 MOArpynnoi oTMeyeHo yBe-
JIMYeHne OTHOCUTENbHOTO KonmuectBa CD3* numdounToB Ha 8,0% 1 5,4% cooTBeTcTBEHHO (p<0,05),
npermyLLeCcTBEHHO 3a cuyeT cybnonynsauuii CD4*. ComepxkaHne CD4* B obenx nogrpynnax | rpynnbi
6bINI0 3HAUMTENbHO BbIWE aHANIOTMYHbIX MOKasaTenell KOHTposibHOM rpynnbl (la noarpynna — 55,9
(54,2;59,6)%, 16 nogrpynna — 51,1 (45,05;53,75)%, KoHTponb — 40,2 (38,7;42,6)%, (p<0,05). Yncno CD4*
B noarpynnax lla n 116 Takxe npesblWwano nokasateny KOHTPOAbHOW rpynnbl B 1,4 1 1,1 pasa cooTseT-
cTBeHHO (p<0,05). Mpn 3TOM HEO6XOANMO OTMETUTD, UTO cofiepxaHue 3pdekTopHbix CD8* cyllecTBEH-
HO He OTNNYaNoCh y NaLMEHTOB 13yYaeMblX FPYMM C OCSIOKHEHHbIM 11 HEOC/TIOKHEHHbIM TeYeHneM, YTo
NPUBENO K BO3pacTaHWio perynatopHoro uHaekca CD4+/CD8* n cenpaeTenbCcTBoBano 06 ycuneHun xen-
MepHOW aKTMBHOCTU 1 MOAAEPXKAHUM UMMYHHOI arpeccim y naLueHToB ¢ NnpodoskutenbHocTbio CA1
6onee 6 mec.

HatypanbHble kunnepHbie knetku (CD16*) npeactaBnsioT coboii OCHOBHON UCTOYHUK IFN-y, pen-
CTBYIOLLErO KaK [1aBHbI perynatop uMMyHHoro oteeTa. [oBsbiweHre yposHs IFN-y cnocobcTteyeT cau-
ry MIMMyHHOrO oTBeTa B cTOpoHy Th1-Tuna, npMBOAA K MMMYHONOMMYECKN OonocpefoBaHHOMY paspy-
LeHWIo TKaHel nomenyaoyHol xenesbl. B la nogrpynne yposeHb CD16* npeBbiwan nokasatenu 16
NoOArpynmbl M KOHTPONbHOW rpynnbl B 1,7 1 2,4 pa3a cooTBeTCTBEHHO (p<0,05). Bo lla noarpynne copep-
*aHue CD16* Bo3pacTano Hapg nokasatensamu 16 nogrpynmnbl © KOHTposibHOW rpynnbl B 1,8 1 2,0 pasa
COOTBETCTBEHHO (p<0,05).

Y nauwueHToB la, 16 n lla noarpynn nmeno mecto yBennyeHue ypoBHsa B-numoouutos (CD20%)
No CpaBHEHMWIO C aHaNOrMYHbIM NapameTpom y 3goposbix nuy B 1,7, 1,5 n 1,5 pa3a cooTBeTCTBEHHO
(p<0,05). Mpu 3ToM y NOAPOCTKOB C YAOBNETBOPUTENbHBIM IMIMKEMUYECKUM KOHTpONeM 6e3 ocnox-
HeHuiA nosbilweHne CD20* He fOCTUrano CTaTUCTUYECKOWN 3HAYMMOCTU. BO3MOXHbIN POCT KonnyecTsa
3TUX KNETOK B KpoBM y NaumeHToB ¢ C/11 obycnoBneH aHTUreHHOW CTUMYNALMEN MMMYHOKOMMETEHT-
HbIX KNETOK CO CTOPOHbI MOANGULIMPOBAHHBIX IMMONPOTENAOB 1 KOHEYHBIX MPOAYKTOB MIMKMPOBAHNSA,
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POCCMACKOM ®EREPAUMM  (DTBY «HMULL SHAOKPUHONOTUMY  pocemiickas ACCOMMALIS N CankT-IleTepbypra
MMngpaBa Poccumn 3HJA0KPUHOJIOTOB

YTO NOATBEPXKAAET posb B-numounToB, NpoayumMpyOLLMX UMMYHOMOOYNHBI NPOTVB B-KNeTOK NoA-
KeNyJOUYHOM Xene3bl, B naToreHese COCyAnCTbIX OCNIOXKHeHu npu CA1.

B noarpynne la no cpaBHeHWIo ¢ NoArpynno 16 1 KOHTPOBbHOW FPYNMON BbISIBIEHO JOCTOBEPHOE
yBenuueHue akcnpeccun TLR-2 n TLR-4 peuienTopoB Ha MoHoLMTax nepudepudeckon kposu (p<0,05).
B noarpynne lla konnyectBo MOHOLUMTOB, 3Kcnpeccupyowmx TLR-2, npeBbiwano nokasatenn B nog-
rpynne |16 n kKoHTponbHoW rpynne B 1,9 pasa (p<0,05). CogepxaHue TLR-4 B noarpynne lla u 116 He oTnu-
Yanocb OT 3HaYEHWI KOHTPOJbHOW rPYNMbl, 0AHaKO 6bI10 AOCTOBEPHO Bbille B 1,8 pa3a y nauneHTos lla
MOArpyrbl NPU NX CPaBHEHUN Mexay cobol (p<0,05).

BbIBO/bl. Taknm 06pa3om, peLienTopbl BPOXAEHHOIO UMMyHuTeTa TLR-2 1 TLR-4 siBnsAtoTcA nep-
BUYHbIM 3BEHOM, BOCMPVHMMAIOLLMM FOMEOCTaTUYECKNE OTKIOHEHUA, N UrpatoT KPUTMYECKYIO Posb
B VHULMALMM KaK caMoro 3aboneBaHuA, Tak 1 pa3BUTUA SHZoTennanbHom ancoyHkumm npu CA1. Auc-
6anaHc UMMYHOPEryaTOPHbIX Cybnonynauuii B Buge ysennyernus CD3*, CD4*, CD16* numdouuTtos, 60-
Jlee BblpaXkeHHbIN Y NOAPOCTKOB C AekomneHcauuen C/11, MoXeT paccMaTpuBaTbCA Kak paHHUI MapKep
bopmMmpoBaHMA MUKPOCOCYANCTbIX OC/TOKHEHUIA B AAHHOW KOrOpTe NaLMeHToB.
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KNUHUYECKUIA CNYYAN CAXAPHOIO AVABETA TUMA MODYS5,
OBYCJIOBJIEHHOIO HOBOU MYTALIMEN B TEHE HNF1B

3.W. fagknesa, A.O. EmenbaHoB, U.A. EpeMmuHa, J1.U. 3unb6epman

OrbY «HayuoHanbHeIl MedUyUHCKUU ucciedosamesnbckuli yeHmp 3HOOKpuHonozuu» MuHzOpasa
Poccuu, Mockaa.

BBEAEHUE. MODY5 — puabet 5 Tuna (maturity-onset diabetes of the young — anabet B3poc-
JIOro TVNa y MOJNIOAbIX ML) — 3TO MOHOreHHas Gopma caxapHoro AvabeTa, XxapakTepu3sytowanca ay-
TOCOMHO-AOMMHAHTHbIM TUMOM Hac/lefOBaHMA 1 BO3HMKaloLWas BCIeACcTBMe MyTaumin B reHe HNF1[.
leH sKcnpeccupyeTca B TKaHU MOAXENYAOUYHOW Xefe3bl, NoyeK, NeyeHu, IeroyHon TKaHK, opraHoB
penpoayKTMBHOM CUCTEMbI, MPEVMYLLeCTBEHHO B aNuUTennanbHom TkaHu. [lpoayKTom reHa ABnfeT-
€A romeofiomMeHcoaepKalmin 6enok, kotopbiin ceasbiBaeTca ¢ [IHK B Buae romo- nnu retepogumepa
¢ pofcTBeHHbIM 6enkom renatouutoB HNF1A (sgepHoro dakTtopa 1 anbda) n ¢ gpyrumu obnactamu
OHK v perynupyeT akTuBHOCTb Apyrux reHoB. lNpegnonaraetcs, yto reH HNF 13 BAvsieT Ha opraHoreHes
1 anddepeHUMpPOBKY KneTok. MyTaumm B reHe NPYBOAAT K COYETaHMIO ANCOYHKLUMN B-KNeToK 1 pesn-
CTEHTHOCTUN K UHCYNINHY.

OMUCAHUE KIIMHUYECKOIO CQTYYAA. MaumeHT K., 13 neT: pogunca B CPoK, Npu poxaeHnm
Bec 4200 r, aniMHa Tena 61 cM, HeOHaTasIbHbI Neprog 1 Pa3BUTHE Ha MEePBOM roay »U3Hu 6e3 ocobeH-
HocTel. B 1 rog 1 3 mec oneprpoBaH No NoBOAY NPaBOCTOPOHHEN NaxoBOW rpbiku. HacneacTBeHHbI
aHamHes3: y 6paTa, MaTepu 1 ee YeTbipex POACTBEHHIKOB HapyLUeHWe YrieBoAHOro obMeHa, nonyyaT
Tepanuio NepopasbHbIMM CaxapOCHUKaoLWMI NpenapaTamu.

BriepBble HapylieHue TonepaHTHOCTH K rioko3e (HTI) u runepuHcynmHemust Gbin BbIsIBNIEHDI
B Bo3pacTe 12 net 11 mec: NoO AaHHbIM OpanbHOro rKo3oTonepaHTHoro Tecta (OITT) rnoko3a HaTo-
wak 4,6 Mmonb/n, yepes 2 4 — 8,1 MMosb/n. basanbHbil ypoBeHb MHCYNNHA 52 MKEA/MA (ypOBHM MHCY-
JIVHa Y MIOKO3bl ONPeAeANnCb He B OAHOW NOpLMK KPOBU 1 B pasHble AHW). MaHudecTauua 3abonesa-
HUA Ha poHe oxmpeHuns (SDS nHpekca maccol Tena: +2,05). B Bo3pacTe 13 net 3 Mec NOABUINCDH Kanobbl
Ha Moy puio U NOAMANMICULIO, HLMMPOBaHa Tepanua MeTgpopMmnHom B fo3se 500 mr/cyT.

Bnepsble o6cnegosaH B ®IBY «HMUL| sHaokprHONorun» B Bo3pacTte 13 neT 6 Mec: y mauneH-
Ta OTMeYanucb MpPorpeccupoBaHMe Habopa maccbl Tena (SDS UMT: 2,42) n nosiBneHve akaHTo3a
B aKCUNAPHbIX obnacTtax u wee. Mo gaHHbiM OF'TT coxpaHanuce HTT u runeprHcynnHemus, BbisiBne-
Ha VIHCYNMHOPE3MCTEHTHOCTb (roko3a 0 MUH — 4,32 mmonb/n, rnokosa 30 MuH — 11,43 mmonb/n,
rnoko3sa 60 MnuH — 329,7 mmonb/n, 90 MuH — 471,2 mmonb/n, 120 MUH — 8,0 MMONb/N, MHCYNUH
0 MyH — 36,98 MKEa/mn, nHcynuH 30 MuH — 421 MKEA/mMn, nHCynuH 60 MyuH — 329,7 MKEA/MA, HCYNnuH
90 MuH — 471,9 MkEa/mn, nucynnu 120 muH — 390 mkEg/mn. HOMA 7,1 (Hopma <3,2), Karo 0,12 (>0,3),
Matsuda 0,83 (>2,5). Cneundunueckme aytoaHtutena: IAA, GADa, IA2, ICA — oTpuuaTenbHble, aHTATENA
K ZnTh8 — 40,9 En/n (0-15). Mo paHHbIM Y3W: renatomeranus, )upoBas anctpodus neueHu, B 6uo-
XMMUYECKOM aHanmse KpoBM rokasaTeny GpepMeHTOB rNeyeHun B Npeaenax HopMbl, HO onpefensaeTca
NoBblLIEeHKe YPOBHA Tpurnuuepuaos — 2,43 mmonb/n (0,1-1,7).

Yepes 6 Mec B CBA3M C HapacTaH1eM 6a3asibHOro YPOBHSA IMoKO3bl 40 8,6 MMONb/N f03a METGOPMU-
Ha 6blna yBenmueHa o 1500 mr/cyT.

Mpu nosTopHOM Ob6CHefoBaHWM B Bo3pacTe 15 fleT oTmevanacb MONOXKUTENbHAA AUHAMMUKA
B BUe ynyJlleHnA nokasatenen Beca (SDS nHaekca maccol Tena: +1,1), ramkemun (rioko3a HaTowak
5,19 mmonb/n, yepes 120 MUH Ha $pOHe YrneBOAHO Harpy3ku — 6,34 MMosb/n). YpoBeHb TpurimLe-
pupoB 6e3 cyulecTBeHHOW AnHamMuKK 3,01 mmonb/n (0,1-1,7). Y naumeHTa coxpaHAeTcs BblpaXkeHHas
NHcynnHope3uncteHTHocTb (Karo 0,06 (>0,3), HOMA 20,83 (<3,2) n runepurHcynHeMus (MakcManbHbIi
ypoBeHb nHcynuHa B xofe OF'TT Ha 120-1 muH — 222,2 mkEa/mn)). B TeueHne nepuopa HabnogeHns
FMKUPOBaHHBIN reMOorNobuH B Npeaenax pepepeHCHbIX 3HaUeHWiA.

Y naumeHTa umMeeTca pAA ConyTCTBYOWMX 3a601eBaHNIA: IOBEHUIbHBIN XPOHUYECKNI apTPHT, Mony-
Yan Tepanuio cynbdacanasriHom, 6poHxManbHas acTma, Nostyyasn Teparnuio CMMOVKOPTOM, 1 apTepuarb-
HasA rMnepTeH3uns, NoslyyaeT Tepanuio SHananpuIom n apupoHoMm.
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YuntbiBas MaHndpecTaumio 3a6osieBaHNA Ha GOHE OXKUPEHNS, BbIPAXKEHHYIO UHCYNIMHOPE3NCTEHT-
HOCTb, OTATOLLEHHbIN HaCIeACTBEHHbI aHAMHE3, NPOBEAEHO MOJIEKYIAPHO-TEHETNYECKOe NCCIe0Ba-
HVe 1 BbisiBlieHa MyTauus B reHe HNF 13 — reTepo3nroTHbi BapyaHT ¢.1127C>T:p.T376l; paHee He onu-
caHa. iaeHTnyHaa MyTauua Gbina BbiABMEHa Yy MaTepyn NpobaHfa; y oTua npobaHaa naTonormyecku
3HaYMMbIX V3MEHEHUI He BbIAB/IEHO.

Y maTepu B Bo3pacTe 30 fieT JUArHOCTUPOBAH CaxapHblii AnabeT, oXXMpeHne — nonyyaeT Tepanuio
caxapoCHWXaLW My NpenapaTamm.

BbIBOAbl. Hamu onucaH KnuHnyeckuin cnydyan MODY-grabeTa 5 Tvina ¢ paHee He OnvcaHHOW My-
Taumen. YunTbiBas Hanmume AaHHoOW MyTauum y npobaHia 1y MaTepy, OTArOLLEeHHbI HaCNeACTBEHHbIN
aHaMHe3, Hanbonee BEPOATHO, YTO BbIABNEHHAA MyTaLMA HOCUT NAaTOreHHbIV XapaKTep.

KJIIOYEBBIE CJTOBA: MODY-0uabem; HNF1; HapyweHue monepaHmHocmu K 2/1I0Ko3e.

.

12-13 viong 2021 1.

29



CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

HEHPEPbIBHvbIIﬁ MOHUTOPUHI MWKEMWUW NPU PA3HbIX PEXWMAX BA3NC-
BOJIIOCHOU UHCYJIMHOTEPANMUN CAXAPHOIO AUABETA 1 TUMA'Y BETEU

O.A. AinaHos'?, U.C. Audunos?, A.B. DodaHoBa?

'TbY3 Teepckoli obnacmu «KnuHudeckas 0emckas 6onvHuya N°2», Teepe, Poccus
2QrbOY BO «Teepckoli 20cydapcmeeHHbIl MeduyuHcKul yHusepcumem» MuH30pasa Poccuu, Teepe,
Poccus

LEJIb — cpaBHUTb 3bPeKTUBHOCTb 6a3nCc-60II0CHON MHCYNMHOTEPANUN B PEXMME MHOXECTBEH-
HbIX MHbEKLMI HCynrHa (MUWN) n pexxume nocToAHHON NOJKOXKHOW MHPY3uUM nHcynmHa (MMUN) B 3a-
BMCMMOCTU OT peXrMa ToUeYHOro nsmepeHmnsa rnukemumn (TUN n pexrma HenpepbiBHOrO MOHUTOPUHTa
rankemmn (HMI) npu caMoKoHTpore caxapHoro agua6eta 1 Tuna y geten.

MATEPUAJIbl U METOAbI. NpoBeaeHo KoMnieKkcHoe ob6cneaoBaHne 167 aeten, 60MbHbIX caxap-
HbIM Anabetom 1 Tvna, HabnodalWNXCA B JHAOKPUHONOrMYeckom LeHTpe IBY3 Teepckoi obnactu
«KnuHunueckan getckaa 6onbHuLa N22» B 2019 1. Y 145 60nbHbIX NpuMeHanca pexum MUN (cpepHnii
BO3pacT 12+2,6 roaa, CpeaHas anutenbHOCTb 3aboneBanunsa 5,5+0,87 roga), u3 Hux 14 (9,7%) nauneHToB
NPOBOAUSIN CAMOKOHTPOJIb B pexnme HMT; 22 naumeHTa Haxogunuco Ha pexkume MNMNNN (cpeaHnii Bos-
pact 11+1,7 ropa, CpeaHas ANMTeNbHOCTb 3aboneBaHns 6,5+1,30 roga), n3 Hux 11 (50,0%) — B pexume
HMT. OueHnBanu Hanuumne Ketoaumposa /UK rMNOTAVKEMUIA, CYTOUHYIO NOTPEOHOCTb B MHCYNNHE,
YPOBeHb FMKMpoBaHHoro remornobuHa (HbA, ), Hanmumne mukpoanbbymmHypumn (MAY), anabetnye-
CKNX HENPO- N PETUHOMNATUN, NOKa3aTenun NMNUAHOIO CNEKTPa KPOBMU.

PE3YJNIbTATbI. B rpynne getenn Ha pexume MWW yactota KeToaumposa w/unv runornmkemMmn
coctaBuna 67 cnyvaeB (36,8%). B rpynne peteir, Haxopawmxca Ha pexume TMMUN, BctpeyaemocTtb
KeToaumaosa U/unm runorimkemMnin coctaBsmna 4 cnydas (8,5%; p<0,01). CpeaHas cyTouHas notpe6-
HOCTb B MIHCYNUHe y AeTein Ha pexnme MUW coctasnna 0,85+0,064 en/kr/cyT, Ha pexume NN —
0,73+0,051 ep/kr/cyT (p<0,05). CpeaHuin ypoBeHb HbA1c y feTen Ha pexume MW coctasmn 8,2+0,60%;
MAY — 16,5+2,08 mr/n; xonectepuHa — 4,5+0,35 mkmonb/n; Tpurnuuepungos — 1,3+0,15 mkmonb/n;
JINBM — 1,6+0,09 mkmonb/n; JINHM — 2,58+0,13 mkmonb/n. CpefHuin ypoBeHb HbA1C y peten
Ha pexume MMUU coctasun 7,0+0,48% (p<0,05); MAY — 8,5+1,25 mr/n (p<0,01); xonectepnHa —
4,0£0,25 mkmonb/n (p=0,05); Tpurnuuepmaos — 0,95+0,071 mkmonb/n (p<0,05); JINBM — 1,4+0,07 mK-
Monb/n (p<0,05); IMHM — 2,1+0,15 mkmonb/n (p<0,05). KonnuecTBo AnabeTNUecKnx HENpPo- N PETUHO-
naTui B rpynne geten Ha pexkume MUU coctasuno 15 (10,3%) n 10 (6,9%), a B rpynne aeTe Ha pexnme
N — 1 (4,5%; p<0,05) n 1 (4,5; p=0,05) cooTBeTCTBEHHO. OTMEYanocb yMeHbLUeHNe YPOBHA HbATc
npw ncnonbzosanum HMI npy MU — 6,76+0,54% (p<0,01) n TeHaeHUMA K ymeHbLueHuto npu MMUAN —
6,75+0,31% (p=0,05) No cpaBHEHWIO C feTbMM, MPOBOAALLMMM CAMOKOHTPOb B pexxkume TUT.

BbIBO/bl. MeHbluasn yacToTa KeToaumao3a u/vnv runorinkeMmnii, MeHbLas NoTpe6HOCTb B CyTOY-
HOM KoMnyecTBe MHCYNMHa, 6onee CToNKan KOMMeHcaums, OTCyTCTBIE rnep/AnCiMnuaemMmin n MUKpo-
anbOyMyHypurK, a TakKe MeHbLUee KONMYeCTBO AMabeTNUeCcKUX OCIOXKHEHWI YKa3biBalOT Ha Nlyyluyto
abdekTnBHOCTL pexuma MMUN no cpaBHeHuto ¢ pexumom MUN npu 6a3nc-601t0CHOM NHCYNMHOTe-
panuu, a ucnonbzoBaHne HMI npu caMOKOHTpoOse ynyyllaeT MeTaboIMYecKnii KOHTPOSb CaXxapHOro
AunabeTta 1 TMnay geten.

KJIIOYEBBIE CJIOBA: caxapHsili Ouabem 1 muna; 6a3uc-60/110CHAA UHCY/TUHOMePAanus, caMmoKOHMpPOJIb
2JIuKemuu, demu.
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N
HAPYWEHHOE PACNO3HABAHUE TMNONMNKEMUNU KAK ®AKTOP, CHUXKAIOLLNIA

KAYECTBO XXU3HU NOAPOCTKOB C CAXAPHbIM AUABETOM 1 TUMA

A.H. lemsaHeHKo, U.J1. AnnmoBa

@OrbOY BO «CmoneHckuli 20cydapcmaeHHbil MeOuyuHckul yHusepcumem» M3 P®, CmoneHck,
Poccutickaa ®edepayus.

LLEJ1b — oLeHUTb KaueCTBO >KU3HW MOAPOCTKOB C HAPYLLEHHbIM Pacrio3HaBaHNEM FMMOTIMKEMUN.

Matepuanbl u metogpl. O6cnenoBaHbl 36 NaUUEHTOB C caxapHbiM Avabetom 1 Tna B Bo3pacTe
10-17 net (14,5 ropa [12,0-16,0]) c guarHo3om caxapHbiil grabet 1 Tna, ANUTENbHOCTbIO 3aboneBa-
HuA oT 1,5-15 neT (5,0 roga [3,0-6,0]), ypoBHEM MMMKUPOBAHHOIO reMOrno6rHa (HbAR) o16,40011,7%
(8,7% [7,8-10,1]). Bcem naumeHTam npoBogunbcb aHkeTMpoBaHue no metogy Clarke (4 6anna n 6onee
CBMAETENbCTBOBAIN O HapyLeHHOM pacrno3HaBaHuu runornukemmmn (HPT)), a Takxke oueHKa KayecTBa
xn3Hu (KX) c nomolypblo onpocHuka PedsQL™ 4.0 (gnabetuueckoro moayns). Mo pesynbratam aHKeTu-
pOBaHMsA NaumeHTbl 6biIn pacnpegeneHbl Ha 2 rpynnbi: 1-a rpynna — ¢ HPI (n=8 (22%)), 2-1 rpynna —
6e3 HPI (n=28 (78%)). CtaTucTyeckan obpaboTka NpoBogMiach C MOMOLLbIo Nporpammbl Statistica 7.0
(StatSoft 2009).

PE3YJIbTATbI. Cpenyn ob6cnenoBaHHbIX NauneHToB 3 (8%) HaxogUIUCb Ha MNOMMOBOWN UHCYNHO-
Tepanuu 1 NPOBOAUIN CaMOKOHTPOsb FreeStyle Libre (nauneHTsl n3 2-i rpynnbl), 33 (92%) nonyyanu
6a31CHO-00IOCHYI0 MHCYNIMHOTEPaNuIO U MPOBOAWN CAMOKOHTPOJb C MOMOLLbIO loKomeTpa. Llene-
Bble NoKa3aTtenun HbAk (<7%) nmenn nuwb 4 (11%) nayneHTa 2-1 rpynnbl, BCe nNauneHTbl 1-1 rpynmnbl
umenn HbA, >7%. MauyeHTbl 1-i1 1 2-i rpynn 6biny conoctasumbl (p>0,05) no Bo3pacty (1-a rpynna —
13 net [12; 15], 2-a rpynna — 15 net [12; 16]), nony (1-a rpynna: m — 4 (50%),  — 4 (50%), 2-a rpynna:
M — 15 (54%), X — 13 (46%)), BAUTENbHOCTM caxapHoro auabeta (1-a rpynna — 4,0 roga [3,0; 5,0],
2-arpynna— 5,0 net [4,5;7,0]) M ypoBHIO HbAk Ha MOMeHT o6cnefoBaHus (1-arpynna — 8,9%(7,8;10,2],
2-a rpynna — 8,5% [7,9; 10,5]). XpoHU4eckre ocnoxHeHus grabeTa, Takne Kak avabetnyeckas nonu-
HeponaTus, HedponaTus, XxanponaTus, C OANHAKOBOW YaCTOTOWN PerncTpMpoBanucb B 06emx rpynnax
(1-a rpynna — 2 (25%), 2-a rpynna — 8 (29%), p>0,05).

AHanu3 aHkeT PedsQL nauueHToB 1-i1 rpynnbl NoKasan oTcyTcTBMe pasnuunii (p>0,05) nokasaTe-
nen KX no Bcem wkanam. Tak, no wkane «[na6et» 6bin0 nonyyeHo 50 6anno. [49; 51], «JleueHne» —
62 6anna [51; 74], «<becnokoiictBo» — 75 6annos [69; 75], «O6uweHne» — 79 6annos [50; 100]. MauneHTbl
2- rpynnbl NOKa3sanu Hanbonee BbICOKMe 6annbl No Wwkane «O6ueHre» (88 6annos [75; 100]), a cambiin
HM3Kne — no wkane «[nabet» (63 6anna [56; 70]) B cpaBHEHWM C ApYrUMM LWKanamm («JleyeHne» —
81 6ann [68; 85], «becnokoncTso» — 67 6annos [52; 83], p=0,009).

Mpu cpaBHeHnn NokasaTtenen KX naumneHToB 1-11 1 2-1 rpynn CTaTUCTUYECKM 3HaYUMble pa3nu-
yma GbIIM NOJTyYeHbl Mo WKane «JleyeHne» (p=0,048) n no obwemy 6anny (1-a rpynna — 65 [53; 75],
2-arpynna — 75 [63; 82] (p=0,050). Lkana «/leyeHne» BKNOYaeT BONPOCbl OTHOCUTENIbHO CAMOKOH-
TPONA, OTHOLIEHWA NaureHTa K fieyeHuto 3aboneBaHus. MaymeHTbl ¢ HPI nokasanu 6onee HU3Kne
rnokasaTtenu no 3TOW LWKane, NPy 3TOM HU OfVH U3 HUX He ucnonb3yeT FreeStyle Libre u nomny.
O6wun 6ann KX no Bcem LiKanam okasancs Huxe y nauneHToB ¢ HPT B cpaBHeHUM ¢ nauneHTamu
6e3 HPT.

Mpy npoBegeHNN KOPPENALMOHHOIO aHanm3a y nauueHtoB ¢ HPI ycTaHOBNeHa B3aMMOCBS3b
nokasatenei HbA, ¢ 6annamu no wkane «JleyeHmne» (r=-0,76S p=0,030) u obwemy 6anny (r=-0,76;
p=0,022).

BbIBOJbl.

1. MoapocTku ¢ HPI gemMoHCTpupytoT bonee H3KMe NoKa3aTeNy KauyecTBa »KU3HY Mo CPaBHEHUIO C Na-

LpeHTamy 6e3 3Toro CMHApoMa.

2. YpoBeHb MUKNPOBAHHOIO reMorfiobrHa OKa3blBaeT 3Haumoe BausiHve Ha KX y naumeHTos ¢ HPT.
3. [na nosbiweHnsa KX nogpoctkam ¢ HPIN pekoMeHAoBaH UHAMBMAYaNbHBIN NOAXOA K O6yUYeHuto
B LWIKOMNe AnabeTa, MCUXONornyeckoe CONPOBOXAEHME NaLeHTa 1 ero poguTenei, a Takxke Wnpo-

KO€ 1CMNoJb30BaHVe HeNpepbIBHOTO MOHUTOPUHTIA MMKEMIM U MOMIMOBOW MHCYNMHOTEPanuu.
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3MUAEMUNONOINMYECKUE MOKASATENIM CAXAPHOIO ANABETA 1 TUNA Y BETEN
nnoarPOCTKOB PECMYBJINKN KPbIM

B.A. AnBuHckas, .C. Fpeuka

OrAQY BO «Kpsimckuli pedepasbHebili yHugepcumem umeHu B.M. BepHadckozo», MeduyuHckas akademus
umeHu C.U. [eopauesckozo

CaxapHbiin gnabet 1 Trna (C1) 3aHMMaeT OAHO M3 NepBbIX MECT B CTPYKTYPE XPOHUYECKNX HEUNH-
deKLMOHHbIX 3aboneBaHNi B AETCKOM BO3pacTe.

LIEJIb UCCNEQOBAHUA — npoBecTn aHanv3 3NMAEMUONOIMYECKNX AaHHBIX PacnpoCTpaHeH-
HocTn 1 3abonesaemoctnt C11 y aeTeid n nogpocTKkoB B Bo3pacTte oT 0 Ao 18 neT B Pecny6nuke Kpbim
3a nepuop 2013-2020 rr.

MATEPUAJIbl U METO/AbI. lMpoBeaeHa oLieHKa 3n1MaeMr1onormyeckrx nokasarenen (pacnpocrpa-
HeHHOCTV 1 3aboneBaemocTtn) CA11 y neten n nogpoctkos B Pecnybnvke Kpbim 3a nepriog 2013-2020 rr.
CraTncTyecKre CBeAEeHUA Mo KPbIMCKOMY PervmoHy B3ATbl 13 0puLManbHbIX CTaTUCTUYECKNX COOPHU-
KoB, nMybnmkyembix Pocctatom n Munsgpasom Pecny6nukmn Kpbim, a Takxe 13 opmbl N212 «CBefieHns
0 uncne 3aboneBaHNN, 3apPerncTPMPOBaHHbIX Y MaLMEHTOB, MPOXMBAIOLUX B paioHe 06CNyXMBaHUA
MeVLMHCKO OpraHm3aLein», NoAroToBAEHHbIX NeyebHbIMY MeAULIMHCKUMUN YUPEXAEHUAMN, a TakKe
13 peructpa CJl.

PE3YJIbTATbI U OBCYXKAEHME. Pecnybnuka Kpbim — cybbekT Poccuiickoin Depepaumm, BXoas-
Wit B OXHbIN depepanbHbIi okpyr ¢ 2014 T, 3aHUMaeT TeppuUTopUIo Nolwaabio 26 081 km”. Ha cese-
pe rpaHnymT C YKparHoW, Ha BOCTOKe MMeeT aAMUHUCTPATIBHYIO FpaHiLy No Mopto ¢ KpacHoaapckum
Kpaem, Ha toro-3anage — ¢ ropogom pefepanbHoro 3HaueHna Ceactononem. B coctaBe pecnybnmku:
14 paiioHoB 1 11 ropofoB pecnybarnKaHCKOro 3HaueHus (14 MyHMUMNaNbHbIX PalioHOB 1 11 ropoacKimx
okpyros). B Pecnybnuke Kpbim HacumtbiBaeTcst 1019 HaceneHHbIX MyHKTOB (H.M.), B TOM umcne 16 ropo-
£08B 1 1003 cenbcKmx H.M. (B TOM Yncse 56 nocenkos ropoackoro Tvna u 947 cen v NOCENKOoB).

Ha 1 avBaps 2020 r. o6Lwan yncneHHoCTb HaceneHus Pecnybnvku Kpbim, no gaHHbim POCCTAT, co-
ctaBuna 1912 622 yenoBek, B TOM Ymncie geTckoro HaceneHus (0-18 net) — 384 736 uenoBek.

Cpepnu feTckoro HaceneHua: ropofackme xutenu — 184 673 yen. (48%), cenbckme — 200 063 yen.
(52%).

Ha 1 anBaps 2021 r. B Pecny6nuke Kpbim 3apernctpuposaHo 618 petein ¢ C11. Mokasatenb pacnpo-
cTpaHeHHocTn CL1T B KpbIMCKOM pervioHe coctaBumn 160,6 Ha 100 TbiC. ETCKOrO HaceneHus.

CneplyeT OTMETWTb, UTO Ha NPOTAXKEHNM NOCNeAHUX 7 SIeT OTMeYaeTCA HEeYKIOHHbIN POCT pacnpo-
cTpaHeHHocTn CA1 B Pecny6nuke Kpbim.

B abconoTHbIX umcnax nepsBuyHas 3abonesaemoctb C[11 3a nocnepHue 7 neT Bblpocna
npakTuyeckn B fBa pasa (48 BnepBble 3aperncTpmpoBaHHbix ciyyaes CAT B 2013 r. n 94 cny-
yas — B 2020 r.). AHanu3npys nokasatenu 3abonesaemoctnt CA1 B Pecnybnuke Kpbim 3a nepuog
2013-2020 rr. cnegyeT OTMETUTb OTUYET/IMBOE CMeLLeHMe NpoLeHTa 3a601eBaeMoCT B BO3PaCTHYHO
rpynny aeTen fowKonbHoOro so3pacta (0-6 net). B 2013 . geTn ykasaHHOW BO3pacTHOW KaTeropum
B CTPYKType BrnepBble 3a60neBlumnx coctaBunm 4%, B To Bpems Kak K 2020 r. KONIM4YecTBO Taknx ge-
Ten yBenuumnocb Ao 38%. [luHamuka BnepBble 3a60NeBLUNX JeTel WKONbHOro Bo3pacta 7-14 net
npeacTaBneHa cnegyowmm obpasom: 60% B 2013 1. 1 40% B 2020 r. AHaNOrMYHas KapTrHa (yMeHb-
LeHne KonmnyecTBa 60/bHbIX) MPOCEXNBAETCA U B MOAPOCTKOBON rpynne 15-18 net: 36% B 2013 T.
n22%8.2020T.

OTaenbHoO crieayeT yKasaTb TOT $paKT, uTo Ha TeppuTopun Pecny6nmkn Kpbim npoxuBaioT 14 cemen,
B KOTOPbIX eCTb M0 fiBa pebeHKa, 6onbHbIx C41 1 umeeTcs 1 cembs, B KoTopoii 6onbHbl CL11 Tpoe feTei.

Mo ¢akTy npoaenaHHo paboTbl B STOM HanpaBIEHNN XOUETCA NOAYEPKHYTb, UTO K Havyany 2015 .
B neueHun CAA1 y peten Pecny6nvku Kpbim cTany NpUMEHATbCA UCKIIOYUTENBHO aHanorosblie Gopmbl
VHCYNUHa.

B HacToslee Bpems B Pecny6nuke Kpbim 13 618 geteid ¢ C11 Ha 6a31CHO-60/10CHOM pPeXnME UHCY-
NNHOTepanuu HaxoaAaTca 80% YenoBeK 1 Ha NOMNOBOM pexkume — 124 naumeHTa (20,0%).

N
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Cpefin KOHTVHreHTa AeTell, HaxOAALMXCA Ha MOMMOBOI UHCYNIMHOTepanuu, 97 YenoBek UCMOoSb3y-
10T nomny Accu-Chek 1 27 yenosek — Medtronic.
KonnuecTtBo nonb3oBaTenen NHCYNMHOBOM NOMIbl cpeau AeTeld, 6onbHbix CL11, 3a nocnegHue 7 net
BO3pocC/o B 6 pas (3,3% B 2013 r. 1 20,0% B 2020 1.).
CnepyeTt OTMETUTb, YTO B PaMKax BbICOKOTEXHONOMMYECKON MeanLUHCKON nomoluu (BMI) nepese-
[eHbl Ha MOMMNOBBIN PeXUM 93 pebeHKa, a 3a cueT baroTBopuTeNbHbIX GOHAOB — 42 yenoBeka.
Peanusaumsa nporpammbl nepesopa getet ¢ C[11 Ha NOMMOBBIV PEXMM NHCYIMHOTEPanuy OCyLLecT-
BNfeTCA KaK Ha 6a3e IbY3 «PecnybnnkaHcKan feTcKas KnmHnyeckas 6onbHuLa» Pecny6nukn Kpbim, Tak
1 B peaepasnbHbIX LIEHTPax.
BbiBOAbl.
1. B Pecnybnuke KpbiM 0TMeUYaeTca HeyKIOHHbI POCT pacnpocTpaHeHHOCTW 1 3a6oneBaemoctu CA11
feTe n nogpocTKoB B Bo3pacTe 0-18 net 3a nepuog 2013-2020 rr.
2. B Pecny6nuke Kpbim 3a nocnegHve 7 neT oTMeYaeTcs 3aMeTHoe CMeLLeHUe NepBrYHOi 3aboneBae-
moctu C[11 B rpynny aeTein 4OWKONbHOMO BO3pacTa.
3. KonuuectBo peteir, 6onbHbix CA1, nepeBefeHHbIX Ha MOMMOBbIA PEXUM WHCYIMHOTEPANnuu,
B Pecny6nuke Kpbim 3a nepuog 2013-2020 rr. yBenmuunochb B 6 pas.

.
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

AHANN3 ONbITA NPUMEHEHUA CBEPX§bICTPOAEI7ICTBWO!.I.|,EFO MHCYNIHA
®UACH B PEAJIbBHOU KITIUHUYECKOW NMPAKTUKE Y AETEWN C CAXAPHbIM
AWABETOM 1 TUMNA B XABAPOBCKOM KPAE

C.B. EropoBa
KIbY3 «[lemckas kpaesas KnuHu4eckas 6oneHuya um. A.K. Muomposuyax, Xabaposck

AKTYAJIbHOCTb. BaxHbiM/ pakTOpamui KOHTPONs caxapHoro anaberta 1 tuna (ocTuxeHus ue-
nesbix yposHeii HbA, 1 nokasatens sapvabenbHOCTU FIMKeMUM) ABNAIOTCA CHUXKEHME 1 KOHTPOSb
NoCTNpaHANaNbHOTO YPOBHSA MMioKo3bl. HoBbIN cBepXObicTpoaencTByowmin nHcynud ®uacn GeicTpee
HauMHaeT JeCTBOBaTb U AOCTUraeT MaKCUMAasbHOWN KOHLIEHTPaLMK NO CPaBHEHWMIO C MpaHAanbHbIMM
aHanoraMu VHCYNvHa npeabiayLiero nokoneHus. Tem cambim MHCYNMH @uacn 6onee 6113Ko UMUTUPYET
dusronormyeckyto cekpeLmio MHCyMHa nocne efbl.

LENb: n3yunTtb 3¢pHeKTUBHOCTb U 6e30MacHOCTb CBEPXObICTPOro aHasiora MHCYNIMHA KOPOTKOro
pencteua Quacn (VD) y geten n NogpoCTKOB C caxapHbIM Arabetom (CA) 1 Tvna B peanbHOW KNMHU-
YecKow NpaKTuke.

MATEPUAJIbI U METObI. pynna usyyenuns (15 yenosek): BO3pacTHasA rpynna — aetu 6-16 ner,
cpepHuii ctax C[1 — 4 ropa, 10 yenosek Ha 6a3nc-6ontocHom Tepanum (y Bcex 6asanbHblii UHCYNIMH — aHa-
JIOT VIHCYNHA CBEPXAJIUTENbHOTO AeCTBIS — AerNyAeK; 60MCHbIN MHCYNIMH — AcnapT (HoBopanua) —
7 vnm Jnznpo (xymanor) — 3). CpefHAA CyTouHasA Ao3a nHcynmHa: 0,8 E[l/Kr/cyT. 5 uenoBek Ha MOCTOAHHO
NOAKOXHOW UHOY3MM YNBTPaKOPOTKMMM aHanoramu MHcynuHamu (Acnapt — 4 nJlusnpo — 1). CpepHas cy-
TOYHaA fo3a uHcynuHa: 0,7 E[l/kr/cyT. Ha Hauano nccnenoBaHna cpefjHee 3HaueHve CoCTaBnAano HbAk 8,3%,
BaprabenbHOCTb MIMKEMUN (CNexeHWe 3a rukemueld Giell-MOHUTOPYHIOM 1 CAMOKOHTPOJIEM TIMKEMU
TMIOKOMETPaMU, KanmbpoBaHHbIMY MO Myia3me C TOYHOCTbIO 96%) cocTaBuna 4 MMOsb/. Bpems HaxoxaeHwus
3yrnMKemMnm B LeneBbIx AnanasoHax no HMIN — 45%). MoctnpaHavanbHaa cpeaHas IMUKeMmna coctaBuna
9,0 MMONb/N (CAMOKOHTPOJTb IIIOKOMETPaMM U HeMpepbiBHbIM MOHUTOPUHIOM rtoko3bl (HMI). Taxenbix
rMMNOrNMKEMMI B aHaMHe3e He OTMeYanoch. Jlerkue runornmkemmn (MeHee 3,9 MMonb/n, U3mMepeHne Temu
e cpeCTBaMM CAMOKOHTPONA), 10 4 pa3 B HefeNio B paHHUIA NOCTNPaHANaNnbHbIN Nepuoa.

B cBA3M C OTCYTCTBMEM [JOCTUKEHUA LieneBoro 3HaueHna HbA, , BbICOKMMM NOKasaTensmu nocT-
npaHAVanbHOW FMMKeMIM, BbICOKMMI NMOKa3aTeNisiMi1 BaprabenbHOCTU MNKEMUN PELIEHO NepeBecTyr
NaLMeHTOB Ha CBepxObICTPbIn nHcynuH Quacn, B Tol e fo3e (nepesof 1:1) NnpaHAManbHOrO KOMMo-
HeHTa, YTO 1 OTMeYeHa 10 UCCNefoBaHus, NoA HabloaeHVe SHAOKPHOMOra Mo MeCTy XUTebCTBa.

Yepes 3 mec HabnofeHns Bce BblllenepeUncieHHble napameTpbl No 3$PpeKTMBHOCTY 1 6e3onac-
HOCTK NleyeHunsi npoay6nmpoBaHbl. [poBefeH onpoc poauTeneid 1 NOAPOCTKOB 06 OTHOLLEHNM K M3Me-
HeHHOW Tepanuu.

PE3YJIbTATbI. MepeBoa Ha MHHOBALMOHHDI CBEPXObICTPOAEHCTBYIOLMNIA aHANOT MHCYNIMHA CO-
MPOBOXAAETCA PAAOM MPEUMYLLEeCTB: CyTOUHasA [03a VHCYNIMHa — He U3MeHunachb. YposeHb HbA,
CHu3mncs Ha 0,5%, fo 7,8%. BaprabenbHOCTb mukemmmn cHsunachb go 3,0 mmonb/n. MNoctnpaHanans-
HaA rMMKeMUA CHU3MNACh Ha 2 MMosb/n (Ao 8 MMmonb/n). TAaXenbix 3NM30408 FMNOMMUKEMUN OTMeYe-
HO He 6bin10. CpeHee KONMYECTBO NIErKMX rMMoriMkeMnin yMeHbLIMIOCh A0 2 pa3 B Hepgenio. Bce fetn
1 POAUTENU OTMETUNN YAOOCTBO BBEAEHWA UHCYNMHA acnapT + HUKOTMHaMUI B BrAe BO3MOXHOCTU
BBEJIEHVIA €ro HermocpeCTBEHHO Nepes NPUeMoM MULLY 1 yNyylleHre MeTabonnyecknx nokasartesnei.

BbIBO[bl. Takvm 06pa3om, VHHOBALMOHHDI, CBEPXObICTPOAENCTBYIOWMIA aHaANOr UHCYNIMHA YNbTPa-
KopoTkoro aeictaus Qracn bonee appekTriBeH 1 HGe3onaceH No CPaBHEHWIO C NPaHAWANbHBIMIA aHanoramu
npegbiayLLero nokoneHus y getei. Kpome toro, oH 6onee yaobeH Ans BBeAEHWS HEMOCPELCTBEHHO nepen
NPYEMOM MULLY, YTO OCOGEHHO BaXKHO AN AeTcKoro Bo3pacTa. Mepesog Ha Guracn MoxeT 6e30macHo ocylLecT-
BNATbCA B aMOYNaTOPHbIX YCNOBUAX, 3GGEKTUBHO YITyULLAET MIMKEMUYECKNI KOHTPOb (BPEMS HaXOXKAeHUs
JyrMKeMnn B Lienesbix AnanasoHax no HMI coctaBuno 70%), He TpebyeT yBenmyeHs YacToTbl CAaMOKOHTPOSA,
MNOBbILLIAET 6E30MacHOCTb NPOBOAVMON UHCYSIMHOTEPANUM B MNIaHe CHKEHWA rUnornukemuia. Mpu HasHave-
HUVW acnapTa+HUKOTMHaMMAA He 6blI0 OTMEYEHO HU OHOTO Cllyyas HexenaTenbHoro addeKTa Ha CBepXObICT-
pogencTaytowwmin npenapat. OTMeYeHHble NPenMyLLEeCTBa YyULLIaloT KaYeCTBO »M3HW IOHbIX NaLEHTOB.

/

12-13 viong 2021 1.



haﬂ;;:;fgg;?::gﬂuﬂ - 1 ; SHA0KpWUHONOr 0B
POCCMIACKOM ®EREPALUMM  (DTBY «HMULL 3HAOKPUHONOMMMY o cemitckas ACCOLMA LIS \ CankT-IleTepbypra
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J N S
_ PE3YJIbTATbl BHEAPEHUA BOJIOHTEPCKOU MPOrPAMMDbI
«PABHbIM-PABHOMY» B CEMbAX AETEN C CAXAPHbIM ANABETOM 1 TUNA (CA)
B PARE PETMOHOB PO®

A.O. EmenbsaHoB', A.B. KapnywkuHa?, T.J1. Kypaesa', E.A. AHApuaHoBa', J1.U. 3unb6epmaHn’,
10.A. PomalyeHko?, .M. BanbkoBa?, A.10. Maitopos', A.B. KypraHosuu?, U.B. lyH6uHa*,
XK.T. be3pykoBa’®, E.[. Muxainosa®, E.B. KonbitnHa’, O.A. WWnunbko?, B.B. LectepukoBa’®

'QrbY «HMUL| 3HOoKpuHOMo2UU» MuH30pasa Poccuu
2QoHO KAD

3flemckas 20po0ckas noaukauHuka Ne 125 2. Mockaubl

‘TbY3 «YenabuHckaa ob6aacmHas 0emckas KuHUYeckas 60/16HuUUa»

’IbY3 «Bonio2o0ckas obnacmuas 0emckas KauHu4Yeckas 60sHuUUa»

°IbY3 «/[Jemckaa 2opodckas KnuHuveckas 6oneHuya N1 um. H.H. leaHosoli» 2. Camapel
T'Y3 «Jluneykas 2opodckas 0emckas 60/1bHUYA»
8[bY3 «Kanyxckas obnacmuas 0emckas 60/bHUYA»
°IbY3 «Mockosckutli o6nacmHoul Hay4Ho-ucciedosamenbckuli KUHUYeckuli uHcmumym
um. M.Q. Bnadumupckozo»

r ‘ Accoumnauus

MNporpamma «PaBHbIN — aBHOMY» HanpaBfieHa Ha MOArOTOBKY WM OPraHM3auuvio BONOHTEPCKOro
ABVXEHMA ceMbaM, umetolmm geten ¢ CJl, ¢ yyactmem v nof pyKOBOACTBOM AETCKUX SHAOKPUHONO-
roB C LeNbio MCUXONIOrMYeCcKor 1 coumnanbHON aganTaunm 3TUX cCeMen B U3MEHMBLLENCA XNU3HEHHON
cuTyaumn.

LLEN1b: oueHUTb 3¢ deKTUBHOCTL pa3paboTku 1 BHeapeHus MNporpammbl B page pernoHos PO.

MATEPUAJIbI U METOADI. Mpu nopaepxke KAD B KaXAoM pervoHe npoLwnn TPeHWHr Ans
HaCTaBHUKOB MO CleAyoLMM TeMaM: OCHOBHbIE BONPOCbI CAMOKOHTPONA AnabeTa y aeteit; ncmxono-
rmyeckme oCo6eHHOCTI PaBHON NOAAEPXKKU; AOCTYMHbIE PeCypCbl 30PaBOOXPAHEHUA U COLMaNbHOM
3aLWThl; HageXHble MHGOPMALMOHHbIE pecypchbl, B T.U. B MHTepHeTe. [IpoBefeHO TecTpoBaHMe 3Ha-
HUIA BONOHTepoB. KoopanHaTopbl 0To6panu 1 pacnpeaenvny Cpean HaCTaBHUKOB NOAOMNEYHbIE CEMbU.
O6Lee UMCNO HACTaBHUKOB B 8 pervoHax — OKoJo 81 yenoBek, Kaxzblil U3 H1X OKa3an paBHYlo noa-
OepKKy 1-2 noponeuHbiM. Takum o6pa3om, B MUIOTHBIN 3Tan NpoeKkTa BoBneyeHo 198 cemelr peten
C CaxapHbIM frabeTom.

PE3YJIbTATDbI. Hanbonee BaxkHble ANYHOCTHbIE U3MEHEHWS, OTMEYEHHbIe HACTaBHUKaMW: BO3MOX-
HOCTb OCBEXWTb COOCTBEHHbIE 3HaHUsi 0 C[1 n ero KoHTposne (98%), UCMbITaTb NONOXKUTENIbHbIE IMO-
LM OT BO3MOXKHOCTN KOMY—TO NOMOUb (95%), CNOKoIHee BOCNPUHMaTL CO6CTBEHHYI0 cnTyauuio ¢ CL
(64%). Hanbonee BaxkHble pe3ynbTaTbl OOLWEHNA NOLOMNEUYHbIX C HACTaBHUKAaMU: BO3MOXXHOCTb MOYyB-
CTBOBaTb CMOKOWCTBUE Gnarofapsa nNoaaep»KKe HacTaBHUKOB (98%), NepeHsaTb NONOXKUTENbHbIN ONbIT
XKusHn ¢ Cl (94%), npuHatb guarHo3 CJl (76%). YpoBeHb HbA1c Ha doHe yyacTua B NpoeKTe CHU3NMCA
Y HaCTaBHUKOB ¢ 7,7 Ao 7,2%, y nogoneyHbix — ¢ 10,2 go 7,1%. HeraTmsHble owyleHna B Xxofe Npoek-
TOB B OCHOBHOM BO3HWKaNnN y HaCTaBHUKOB B 57% — ollyLleHne «HaBA34YMBOro cepBuca», COMHEHMNA
B COOCTBEHHOW KOMNETEHTHOCTM 1 M., YTO 0OBACHAETCA X 6bonee cepbe3HON PObIo Y OTBETCTBEHHO-
CTblo B NpoeKTe. Y NofoneyHbIX AONA NCMbITbIBABLUMX OTpULATENbHbIE olyLeHna Huxe (18%), n Kaca-
JINCb B OCHOBHOM HEIOBKOCTbIO 6€CMOKOUTb HACTaBHUKOB 1 06CYKAaTb CBOW TPYAHOCTM C Mano3HaKo-
MbIM YENTOBEKOM.

3AKJTIOMEHME. B uenom nporpamma nokasana cBot 6€30MacHOCTb 1 JOCTaTOUHyt0 ddeKTms-
HOCTb KaK A1 HAaCTaBHUNKOB, TaK 1 Af1A nogoneyHblx. [porpamma MoxeT 6biTb pekoMeHoBaHa K 6bonee
LUMPOKOMY PacnpOCTPAHEHMIO Y BHEAPEHNIO B PA3NINUYHbBIX PErMOHax CTPaHbl.
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XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

OCTEONOPO3 HA ®OHE BbIPAXKEHHOIO JEOULIUTA BUTAMUHA D
Y PEBEHKA CCA1

T.b. KBawHunHa-CamapuHa, T.A. TkaueBa, H.B. lepoHoBa, C.P. KoxxemakuHa, A.H. KoHwunHa
ArT1 131, 2. Mockebl

BBEJEHUE. Octeonopo3 — meTabonuyeckoe 3aboneBaHMe cKeneTta, Xapakrepusyioleecs
CHUXXEHUEM NPOYHOCTU KOCTU N MOBbILWEHNEM PUCKA NepeniomoB. [laHHoe 3aboneBaHne sBnaeT-
CA NOINITUONONMYECKUM, Pa3BUTMNE €ro 3aBUCUT OT FEHETUYECKON NpeapacnoNioXeHHOCTH, paco-
BbIX 0COOeHHOCTeN, 06pasza XU3HWU, NUTaHUA, PU3NYECKON aKTUBHOCTU, SHLOKPUHONIOIMYECKOTO
cTaTyca, Hanuuuma conyTCTBYlOLWMX 3aboneBaHWi, NpueMa neKkapcTBEHHbIX npenapaTtoB. Habop
MacCbl KOCTHOW TKaHW MPOVCXOAUT B AETCKOM M NOLPOCTKOBOM BO3pacTe, JOCTMras MakcMmyma
K 20-30 rogam.

Mpwu caxapHom gunabete (C[l) nnoxoe KauecTBO KOCTHOW TKaHW, HECMOTPA Ha BbICOKYIO MUHe-
pasibHyto NNOTHOCTb KOCTW (MIK), MOXeT 6biTb CBA3aHO C MMKMPOBAHMEM KOJNiNareHa, HapylleHu-
eM OYyHKUMM 0CcTeo6nacToB, MOPO3HOCTbIO KOPTUKANIBHOIO C/I0A KOCTU M BO3MOXHBIM CHVXEHMeM
pemofenpoBaHnA KOCTHON TKaHW.

HekoTopoe BpemsA Ha3aj OCTeOMOPO3 He AMArHOCTUPOBANCA y AeTel, a CYUTaNCA UCKIIo-
YNTENbHO B3POC/bIM HepgyroM. Cnyyan oBeHUNbHOW GOPMbl NEPBUYHONO OCTEONOPO3a KpaliHe
peakun.

PE3IOME. B otgeneHun sHgokpuHonorum no 3A0 r. Mockebl Habntopancs pebeHok [., aesou-
Ka, 17 net c CA1, ctapua cybKkomneHcaumm, KOTOPYIo Ha MPOTAXEeHUN AANTENIbHOFO BpemeHu 6ecrno-
Kounm 6051 B NOACHNUYHOM OTAEeNe NO3BOHOYHUKA U Ta306efpeHHbIX CycTaBax.

AHAMHE3 OCHOBHOIO 3ABOJIEBAHUA. Ha momeHT HabnogeHna 6onbHa CA1 B TeueHune
4 net 8 mec (c deBpana 2014 r.). MaHudecTayma knaccmyeckas (Monnypua, NOANANNCUSA, CHUXKEHNE
maccol Tena). CA1 anarHoctuposad B MATKB N21 npu Hanuuum Ketosa u runeprankemmn. Haxoam-
nacb Ha NOCTOAHHOW UHCYNMHOTEPaNUU B 6a3nCHO-60MI0CHOM peXxnme, KOMOUHALUMA «NaHTYC+HO-
Bopanua». CyTouHas fo3a nHcynunHa 42 en/cyT (0,7 ep/Kr/cyT). 3a Bce Bpems 3aboneBaHmnA TAXKeNbIX
rMNOranKeMni 1 3NM3040B KeToaumnaosa He oTMedanock. KonebaHua ravkemum ot 4-13 mmonb/n,
KOHTPOJIb MMKEeMUW perynapHbiin. Koppekuuto nHcynmHoTepanumn nposoauna. MNpu 6ecepe ¢ pe-
6eHKOM 1 MaTepbio ObINO BbIABIEHO, UTO Pe6EHOK He en MACO 1 pbiby, Benl ManornoaBuXHbI 06pa3
XKM3HWU, HAXOAUNCA Ha AoMalHeM obyyeHUn. TakKe MMEIOTCA pacoBble 0COOEHHOCTN — MynaTKa
(Mama — pycckas, oTel, — adpoamepurKaHeL).

OMUCAHUE KIIMHUYECKOTO CJNTYYAA. C nekabps 2016 r. geBoyKa cTtana otMeuyatb 60nu
B NMOSAICHNYHOM OTAEese MO3BOHOYHMKA, UHTEHCUBHOCTb KOTOPbIX CTana HapacTtaTb, B AHBape 2018 .
npucoegMHUnMCcL 605 B TazobepeHHbIX CycTaBax, noasmnacb 60nb Npu xoAbbe, KaUeCTBO XKNU3HU
pebeHKa 3HauUMMO yXyALnAoCh.

[lleBouka obcnefoBanach y xvpypra, 6bin ycTaHOBMIEH NpeABapUTENbHbIA ANarHo3: APTPUT Hey-
TOUHEHHbIN, Npowna goobcneposaHve B OIBHY «HUW pesmaTtonorum nm. B.A. HacoHoBoi» B anpe-
ne2018r.

Ha ocHoBaHun npoBefeHHOro foobcnefoBaHMA AaHHbIX 38 PeBMaTOUAHYIO PyOprKy nonyyeHo
He 6bIN10, BbICTABMIEH AMAarHo3: BoipaxeHHbi gedpuumnt sutammHa D. Octeonopos (-5 curmanbHbIX
OTKJIOHEHMIM). BTOpMUHbIV runepnapaTnpeos Ha ¢poHe BbipaxxeHHoro aeduynta ButammHa D?

Ha3HauyeHa Tepanua npenapatom Kanbuua 1000 mr B cyTku 1 BuTamuH D BoaHbIn p-p 10 Kan
(5000 ME) 1 pa3 B fgeHb.

Ha ¢poHe Tepanum 6011 B NOACHMYHOM OTAENE NO3BOHOUYHIKA KYNMPOBaNCh, COXPaHANNCH ne-
puogmnyeckune 6011 B KONEHHbIX CyCTaBaX, &BOYKA CMOTJIa PacMPUTb ABUTaTENbHYIO akTUBHOCTb.
PekomeHayemylo Tepanuio nosyyana AnutenbHo, 6e3 nepepbiBa, ¢ anpena no oktabpb 2018 T.
(no MOMeHTa nepeBofa pebeHKa nog HabnogeHne CNeUNanCToOB «B3POCTON» CETU), HA MOMEHT
nepeBofa COXPaHANNCH XKanobbl Ha Bbipa)KeHHOe BbiNageHne BOOC, MPY 3TOM 605K B KOCTAX Ky-
NUpPoBanuchb.
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Mo pe3ynbTaTam NOBTOpPHOro obcnenoBaHus Ha GoHe Mosyyaemon Tepanuu Gbiia oTMeYeHa
MosoXuTesibHasA AVHaMVKa B BUAE HOpManu3sauum nokasarenein ¢ochopHoO-KanbLeBoro oomeHa,
Bblpa)KeHHbI aedunumnT BuTamrHa D 6bin CKOPPEKTUPOBaH, HO COXpaHANacb HeJOCTaTOYHOCTb BU-
TaMMHA, KPOMe TOro Obin BbIsIBNEH BblpaXXeHHbIN fepuunT xKenesa. PekomeHgoBancs ganbHenwmm
npviem npenapaToB KanbLusa 1 BUTamMrMHa D B npexHeln fo3e ¢ nocneayowmm KOHTPoiem nokasa-
Tenen docdopHo-KanbLeBoro obmeHa, napatupeoungHoro ropmoHa u 25 (OH) sutamuna D uepes
3 Mec, Takxe 6blIO PEKOMEHAOBAHO NpPoBefeHNe JeHCUTOMETPUMN U fO0O6CIeAOBaHME U IeYeHne
y TepaneBTa B CBA3M C BbIABJIEHHbIM Xene3oaeprLuTom.

3AKNIOYEHUE. OnncaHHbI Bbilwe Clyyail 0CTEONOpPO03a HarnagHO AEMOHCTPUPYET NOANITU-
OJIOFMYHOCTb JaHHOro 3aboneBaHua 1 3GpdEKTMBHOCTb NeyeHNs KOMOMHaUMen npenapaTa Kanb-
ums 1 BUTaMunHa D.

.
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BUTAMWH D U CAXAPHbIN AUABET Y AETEN

T.T. Knasesa, E.I. Poi6kuHa, M.C. MaHkpaToBa, E.E. MeTpaiikuHa, O.5. besnenkuHa

Ib6Y3 «Mopososckaa Kb J3M», 2. Mockea
OrbY «<HMUL| sHdokpuHonoeuu» MuHzdpasa Poccuu, 2. Mocksa

B nocnepHue rogbl 3HauMTENbHO MOBbLICUICA UHTEPEC UCCNefoBaTenel K ponu Butamuna D (But D)
B Pa3BUTUM 1 NPOrPeCccMpPOBaHUM ayTOMMMYHHBbIX 3a60neBaHNi. W XoTA SKCneprMeHTabHble AaHHble
NMOATBEPXAAI0T BO3MOXHOCTb NpefjoTBPaLleHNA pa3BnTuA auabeta 6onblumnmmn gosamm But D y mbiwei,
NCCNeAOBaHMA Y NIIOAEN HOCAT NPOTUBOPEUUBDIV XapakTep.

PE3YJIbTATbI. Bcero o6cnegoBaHo 121 petein B Bo3pacTte oT 1 4o 18 neT co ctaxxem AnabeTa oT He-
CKONbKMX MecALeB [0 16 net.

OTMeueHo ymMeHbLLeHVEe YPOoBHA BuT D B KpoBY € yBennyeHnem Bo3pacTa pebeHka c Cll. Tak, y ae-
Tew ctapue 10 net, ocobeHHo cTaplue 15 neT, LOCTOBEPHOCTb CHUXKEeHWA ypoBHA But D no cpaBHeHU0
c aetbmu go 10 net coctaBnAna 0,048 n 0,01 COOTBETCTBEHHO.

BbiiBNeHoO 3Hauumoe cHMXeHue ypoBHA But D y peten C Hey[oBNeTBOPUTENIbHOM KOMMEHCa-
uvein anabeta. Tak, npu yposHe HbA, 6onee 9% cogepxaHvie But D B kKposu 6biio 19,18 ME[] B MA,
Torga Kak nmpu rvMkoreMornobuHe fo 7.5% ero cogepkaHvie 6bifo JOCTOBEPHO Bbllle U COCTABUIIO
31,34+7,17 MME/mn. [10CTOBEPHOCTb 3HAUUMMOCTY PasAnUniA B 3TUX ABYX rpynnax coctasuna 0,04.

MOXHO KOHCTaTUpPOBaTb, YTO y AeTel C MIOXON KOMMeHcauuen nmen Mecto runosutammHos D,
a 'y fleTell C yAOBNETBOPUTE/IbHOW KOMMEHcaumen cogep)armne ButammHa D 6b110 Ha HUPKHel rpaHuLie
HOPMbl.

Mpu pnutenbHocT C[1 cBblWe 5 fIeT MMENOCb 3HAUYMMOE CHWXKEHWE cofepKaHusa ButamuHa D
B KPOBU, 0COBEHHO BblpaXkeHHoe npwu gnutenbHoctn CJ1 cebiwe 10 NET Mo CpaBHEHMIO C AETbMU NP
anutenbHoct CLl meHee 5 neTt, poctoBepHocTb pasznuumin 0,003 1 0,000 COOTBETCTBEHHO.

BbIBO[bl. Y peteii c gnutenbHocTbio C[l 6onee 5 neT 1 Npy HeY[OBNETBOPUTENBHOW KOMMEHCa-
umun arabeta MeeT MecTo rMnoBUTamMMHO3 D, UTo AMKTYeT HEOOXOANMOCTb 06A3aTENBHOTO KOHTPONA
cofiepxaHua ButammnHa D B KpOBUM 11 COOTBETCTBYIOLLEN ee KomneHcauun y aeten ¢ Cl1.
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MwuH3gpasa Poccuun 3H/IOKPUHOJIOTOB

CAXAPHbIV AUABET Y IETEN U MOAPOCTKOB B YAMYPTCKOW PECMYBJINKE:
3ABOJIEBAEMOCTb M CTPYKTYPA

T.B. KoBaneHko, T.C. OnuHa, E.B. AnewkeBuy

OrbOY BO «Mxesckas 2ocydapcmeeHHas MeOUYUHcKas akademus» MuH3opasa Poccuu, bY3 YP
«PecnybauKkaHckas 0emckas KAuHuYeckas 6onsHuya M3 YP»

BBEAEHMUE. B nocnepHue roabl Bo BCex permoHax Poccrm otmevaeTcs pocT nepBryHoi 3abonesa-
€MOCTV caxapHbIM Arabetom 1 Tunay getei. lMpoBeaeHne TLWATeIbHOTO SNUAEMMONIONMYECKOTO aHanm-
3a B OTAE/IbHbIX PErMoHax KpariHe Heo6xoarMmo.

LLEJ1b — 13yunTb OCHOBHbIE 3NMAEMMONOrnyeckne ocobeHHOCTY caxapHoro avabeta (CL) y peten
1 NOApPOCTKOB B YaMypTcKom Pecny6nuke (YP).

MATEPUAJIbl U METOAbI. NpoBeneH aHan13 pacnpocTpaHeHHOCTV 1 3aboneBaemoctu Cl] get-
cKkoro HaceneHus YP ¢ 1990 no 2020 rr. /icnonb3oBanucb faHHble PErMoHasibHOro cermMeHTa dpefepanb-
Horo pernctpa «CaxapHblil AnabeT», odpuLManbHbIX CTaTUCTUYECKUX OTYETHBIX AAHHbIX MEANLUHCKNX
opraHusauuii pecny6nukn (dopma N212). [ina onpeaeneHns NporHo3a AvHaMKKKU 3abosieBaemMocTu
y feten ¢ C[11 ncnonb3oBaHo ypaBHeHMe Il nopaaka NOAMHOMUANBHON annpoKCcumaummn (ypaBHeHne
perpeccun).

PE3VYJIbTATbI. Mo coctoaHmio Ha 01.01.2021 B YP 3apernctpupoBaH 471 pebeHok 0-17 net ¢ C/l,
B ToM umcne 439 (93,2%) — ¢ CA1, 12 (2,5%) — ¢ CA 2 Tnna, 20 (4,5%) — c apyrumm cneunduyeckun-
M Tunamm CJ1 (MODY, C[l nocne naHkpeaTakToMuwn, npu cnHapomax MNMpapepa—Bunnn. JayHa). MNoka-
3aTenu pacnpoctpaHeHHoCcTH (Ha 100 Tbic. HaceneHna 0-17 net) cooTBetcTBOoBany npu CA1T — 129,0;
Ch 2 Tuna — 3,5; gpyrux cneunduyecknx Tunax — 5,9. Kacaaco C11, cnegyeT KOHCTaTUPOBaTh, UTO
75,4% nauuneHToB cocTaBnAloT Aetn 0-14 net, ogHaKo NokKasaTtenn pacnpocTpaHeHHOCTU TPAANLIMOHHO
Bbllle cpeaun noapocTkoB 15-17 net: 2000 r. — 104,4; 2010 . — 133,8; 2020 r. — 215,5 (Ha 100 TbiC. Ha-
cenenna 15-17 net). ina cpaBHeHUA B 3TV Xe rofbl pacnpoctpaHeHHocTb CA1 B nonynAaunn peten
0-14 net cooTtBeTcTBOBana 41,1-62,7-114,0 (Ha 100 TbiC. HaceNeHNA COOTBETCTBYIOLLEro BO3pacTa).

Mpob6nemoii, TMNUYHOI ANA 6ONbWNHCTBa pernoHoB PO, ABNAETCA HEYKITOHHDBIN pocT 3aboneBae-
MOCTK geTckoro Hacenenus C[11. B YP Hanbonee penbepHO 3TO perncTpupyeTcs B BO3pPacTHON rpynne
0-14 ner, B KOTOpPOI1 ypoBeHb 3aboneBaemoctu ¢ 1990 r. Bbpoc B 7,2 pasa: 1990 r. — 2,4; 2000 r. — 8,6;
2070 r. — 12,3; 2020 . — 17,2 (Ha 100 TbiC. HaceneHna COOTBETCTBYOLLEro Bo3pacta). CpeaHerofosble
Temnbl NPUPOCTa 3a601eBaeMOCTU 3a aHaNM3NpPyeMblii IepUoA COoTBETCTBYIOT 12,1%. MeToa nonvHo-
MUanbHON anmnpoKCMMaLy NO3BOJII apryMEHTUPOBaTb OCTOBEPHbIV TPEHA POCTa 3aboieBaemMocT
petent CA1 v onpegennTb AanbHeNLLNIA ee NPOrHo3 B pecnybnuke. MporHo3upyemas 3aboneBaeMocTb
K 2024 r. coctaBuT 25,0 (Ha 100 TbiC.). HEOO6XOAMMO OTMETUTD, UTO BMEPBbIE TaKOW MeTOoA NPOrHO31pPOoBa-
HuA 3aboneBaemocTty C[11 B permoHe ncnonb3osaH B 2006 roay. 1o ero pesynbratam NPOrHo3npyemblii
nokasatenb K 2011 rogy coctaBun 10,9, daktnueckuii — 9,8 (Ha 100 Tbic. HaceneHusi 0-14 ner).

OcobeHHOCTbIO 3nraeMmonormyeckon xapakrepuctuku CA1 y nogpoctkoB 15-17 net B permoHe
ABNIAETCA 3HAaUMTENbHasA BapuabenbHOCTb 3a601eBaeMOCTU C BbipaXKeHHbIMY NMOAbeMamyt U Clagamu:
1994 . — 2,6; 1996 . — 16,5; 2000 . — 7,1; 2003 — 13,4; 2010 r. — 3,8; 2012 . — 13,1; 2016 . — 6,6;
2018 r.— 14,8; 2020 . — 4,0 (Ha 100 TbIC.). TO HALUNO OTPaKEHNE B HEBbICOKOM CPEeJHErof0BOM TemMe
npupocTa (1,8%) 1 He NO3BONUIIO ONpPeAeNnnTb JOCTOBEPHbIN NPOrHO3 CUTyaLuy B AallbHENLLEM.

Cpeawn ppyrvx anugemuonornyecknx ocobeHHoctenn C[11 B pernoHe cnegyet oTMeTUTb psag dak-
TOpOB:

+  Haubornee BbICOKMI ypoBeHb 3ab0NIEBaeMOCT perucTprpyercs B Bospacte 5-9 nnm 10-14 net

(B pa3Hble roabl) co cpeaHerogoBbiMu Temnamu npmpocta 10,1% n 11,4% COOTBETCTBEHHO;

+  MOKa3aTeslb PacnpOCTPaHEHHOCTH U 3a60/1eBaEMOCTY BblLLE CPefun AETCKOrO HacereHusi FopoaoB

Mo CPaBHEHNIO C CENIbCKMMU paioHaMu;

+  TFeHAepHbIX Pa3Nnunii B ypoBHe 3a60/1eBaeMOCTU He BbISIBJIEHO.

3AKJTIOMEHME. MNpeacTaBneHHble faHHbIE O PACMPOCTPAaHEHHOCTV U 3a6051IEBaeMOCTY AETCKOrO

HaceneHus akTyanusunpyiot npobnemy C[11 B pervoHe.
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XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

OCOBEHHOCTU PACNPOCTPAHEHHOCTU N 3ABOJIEBAEMOCTU CAXAPHbIM
ANABETOM 1 TUNA CPEAN AETEN B BO3PACTE OT 0 10 17 JIET B PECNTYBJIUKE
AATECTAH (2000-2020T.)

W.B. KoctpoBa**, H.A. loHuapoBa?, B.I. KocTpoga', A.3. ContaxaHoBa?, 3.M. ContaxaHoB?

1 MuHucmepcmeo 30pasooxpaHeHus Pecnybauku [jazecmaH
2 OIBY «HayuoHanbHbIl MeOUYUHCKUL ucciedo8amernbckul yeHmp 3SHOOKpuHonozuu» M3 PO
3 OIrbOY BO «fJazecmatckuli 2ocydapcmeaeHHbIl MeduyuHCKul yHusepcumem» M3 PO
4 TbY P[] «[Jlemckas pecnybnaukaHckas knuHudeckas 6onsHuya um. H.M. Kypaesa»

LENIb — un3yuynTb AMHAMUKY OCHOBHbIX 3MMAEMUOSIONMYEcKMX MoKa3aTenein (3aboneBaemoctu,
pacnpocTpaHeHHOCTN) caxapHoro Avabeta 1 mna (CA1) y geTei u noapocTkos B Bo3pacte oT040 17 net
BKJIOUUTENIBHO, C YUETOM SKOMormyeckmx 3oH Pecny6nukm farectan (PO) 3a 2000-2020 rogpl.

MATEPUAJT U METOAbI. Ha ocHoBaHUM pa3paboTaHHbIX aHKET W AaHHbIX FOCy[apCTBEHHOMO
perncrtpa npoaHanusnpoBsaHbl Bce ciyvyan CA1 y aeteit 1 NOAPOCTKOB, 3apermcTpupoBaHHblie B PO
3a 2000-2020 rr., C y4eTOM 3KONOro-reorpadmnyeckmx 30H NPOXMBaHUA.

PE3YJNIbTATbI. C yueTomM UNCNEHHOCTY AETCKOro 1 NOAPOCTKOBOro HaceneHua B P ¢ 2000 r. pac-
npocTtpaHeHHocTb CATT y aeTet n nogpocTkoB oT 0 o 17 net Bo3pocna ¢ 12,2 Ha 100 TbiC. JeTCKOro
HaceneHua (OH) po 17,5 8 2010 1. PocT B 1,4 pa3a (Ha 43,4%), (cpeawn geten poct ¢ 11,2 go 18,5 100 TbIC.
4. H. B 1,6 pa3a (Ha 65,3%), cpeaun nogpocTtkoB ¢ 17,2 o 40,5 Ha 100 TbiC. NOAPOCTKOBOro HaceneHns
(MH) B 2,3 pa3a (Ha 135,5%.). 3a yKa3aHHbI# Nepuoj 3aboneBaemMoCTb He npeTepnena CylwecTBeHHbIX
n3MeHeHun n coctaeuna 3,3 (26 cnyyaes ot 0 go 17 net) n 3,4 (27 cnyyaes ot 0 go 17 net) Ha 100 TbiC.
[H (yBenuueHnue Ha 3%). B cneaytowme 10 net ¢ 2010 . fo 2020 r. pacnpoctpaHeHHocTb C11 B BO3pacTe
o1 0 o 17 net Bo3pocna no pecnybnvke ¢ 17,5 ao 47,8 Ha 100 Tbic. IH B 2,7 pa3a (Ha 173,1%). Cpeam ne-
Teli o1 0 go 14 net pocT pacnpoctpaHeHHocTn CA1 ¢ 18,5 oo 41,4 Ha 100 Tbic. JH B 2,2 pa3a (Ha 149,4%),
cpean nogpocTkoB oT 15 go 17 net poct ¢ 40,5 go 83,0 Ha 100 Tbic. MH B 2,0 pa3sa (Ha 104,9%). 3a ne-
puopg ¢ 2010 r. go 2020 r. 3a6oneBaemocTb Ha 100 Tbic. JH Bblpocna ¢ 3,4 (27 cnyyaes ot 0 go 17 net)
10 9,4 (83 cnyyas ot 0 go 17 ner) B 2,8 pasa (Ha 176,5%). Cpepwn getein (20 geten) ¢ 3, 1 no 9,0 (petent 67)
Ha 100 Tbic. [H, pocT B 2.9 pa3a (Ha 190,3%). Cpeaun noapocTKoB pocT 3aboneBaemoctu ¢ 4,7 (7 nog-
pocTkoB) go 11,7 (16 nogpocTtkoB) Ha 100 Tbic. MH B 2,5 pa3a (Ha 148,9%).

Pe3ynbTaTbhl 3NMAEMNONOrMYeCcKoro NCcnefoBaHNA Mo CefNbCKo MeCTHOCTY NPeAcTaBieHbl Tpems
3KOMOrMYeCcKMIM 30HaMI: FopHas, MPeAropHas U paBHUHHAs.

Mo ropHoi 30He P[] ¢ 2000 r. pacnpocTpaHeHHocTb CA11 y aeten 1 noapocTtkos ot 0 fo 17 neT Bbl-
pocna ¢ 11,3 Ha 100 Tbic. AH (21 6onbHOM, B T.U. 16 geTeir — 10,3 U 5 NoapocTKoB — 4,4 Ha 100 TbiC.
MH) no 14,7 Ha 100 Tbic. IH (27 60nbHbIX, B T.U. 21 pebeHok — 14,1 n 6 noapocTkoB — 17,1 Ha 100 TbIC.
MH) 8 2010 1. Poc o1 0 go 17 net B 1,3 pa3a (Ha 30,1%), cpeaun aeten poct B 1,4 pa3a (Ha 36,9%), cpeau
noapocTkos pocT B 3,9 pasa (Ha 288,6%). B cnepytowme 10 net ¢ 2010 r. go 2020 r. pacnpocTpaHeH-
HocTb CA1 y peteld 1 nogpocTkoB oT 0 ao 17 neT Bo3pocna ¢ 14,7 po 37,7 Ha 100 Tbic. [H (65 60nb-
HbIX) B 2,6 pa3a (Ha 156,5%). Cpean peteir ot 0 go 14 net (50 peten) pocT pacnpoctpaHeHHocTn CA1
c 14,1 po 33,8 Ha 100 Tbic. OH B 2,4 pa3a (Ha 139,7%), cpean noapocTkos (15 NoApPOCTKOB) pPoOCT
¢ 17,1 po 54,8 Ha 100 Tbic. MH B 3,2 pasa (Ha 220,5%). 3a nepuog ¢ 2000r. no 2010r. 3a6oneBaemocTb
Ha 100 Tbic. [H oT 0 go 17 neT Bblpocna ¢ 2,1 (4 60onbHbIX) (3 geTeit — nokasatenb 1,9, NOAPOCTKOB
1-0,8) po 2,7 (5 6onbHbIX) (AeTelt — 3 — 3a6oneBaemMocTb —2,0, NTOAPOCTKOB — 2—-e — 3a60/1eBaeMOCTb
5,7). Poct B 1,3 pa3a (Ha 28,6%), B T.u. cpean aeten Ha 5,0%, cpeamn noapocTkoB B 7,1 pasa (Ha 612,5%).
C2010r. 5o 2020 r. 3a6oneBaemocTb Ha 100 Tbic. IH oT 0 go 17 net Boipocna ¢ 2,7 Ao 4,0 (8 60NbHbIX),
pocT B 1,7 pasa (Ha 70,4%), u3 Hux 7 peTein — 3aboneBaemoctb — 4,6 B 2,3 pasa (Ha 130,0%), 1 noapo-
CTOK — 3aboneBaemocTb 3,6 Ha 100 Tbic. MH, ymeHblweHme B 2,1 pa3a (Ha 58,3%).

Mo npearopHoii 30He P[] ¢ 2000 r. pacnpoctpaHeHHocTb CA11 y AeTen n nogpoctkos ot 0 go 17 net
Bblpocna ¢ 13,3 Ha 100 Tbic. 4H (15 60nbHbIX, B T.U. 14 geteit — 15,0 1 1 noapocTok — 5,9 Ha 100 TbIC.
MH) go 17,2 (19 60nbHbIX, B T.u. 15 getenn — 16,5 n 4 nogpoctka — 20,4 Ha 100 Tbic. MH) B 2010 .
Poct o1 0 o 17 net B 1,3 pa3a (Ha 29,3%), cpeaun geteri poct B 1,1 pa3a (Ha 10,0%), cpean NOAPOCTKOB
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pocT B 3,5 pa3sa (Ha 245,8%). C 2010 r. go 2020 r. pacnpocTtpaHeHHocTb C[11 y AeTen 1 NoApPOCTKOB
o1 0 o 17 net Bo3pocna ¢ 17,2 go 42,2 Ha 100 Teic. [AH (48 60nbHbIX) B 2,5 pa3a (Ha 145,3%). Cpeau ne-
Tein ot 0 o 14 net pocT pacnpocTtpaHeHHocTr CA11 ¢ 16,5 no 35,0 (34 pebeHka) Ha 100 Toic. 1H B 2,1 pa3a
(Ha 112,1%), cpepn nogpocTkoB (14 yen.) poct ¢ 20,4 fo 84,4 Ha 100 Tbic. MH B 4,1 pa3a (Ha 313,7%).
3a nepwuog ¢ 2000 r. no 2010 r. 3aboneBaemocTb Ha 100 Tbic. 1H oT 0 go 17 neTt (3 60MbHbIX) OCTanacb
Ha OfHOM YPOBHE 1 CcoCTaBuna 2,7 Npu 3TOM NokasaTesb y 2-x AeTell — Bblpoc ¢ 2,1 Ao 2,2 Ha 4,8%,
noapoCTKOB Mo 1, mokKasaTenb ymeHblunnca ¢ 5,9 no 5,1 Ha 18,0%. C 2010 r. go 2020 r. 3a6oneBaemMoCTb
Ha 100 Teic. [IH o1 0 5o 17 net Bbipocna ¢ 2,7 oo 10, 5 (12 6onbHbIX), BT. u. (9 AeTen —3ab6oneBaemMoCcTb —
9,3, pocT B 4,1 pa3a (Ha 310,4%), 3 noagpocTKa — 3abonesaemocTtb 18, 1 Ha 100 Tbic. [MH, pocT B 3,5 pa3a
(Ha 254%). YBennyeHue 3aboneBaemocTu B Bo3pacte ot 0 1o 17 net B 3,9 pa3a (Ha 288,9%).

Mo paBHMHHO 30He P[] ¢ 2000 r. pacnpocTpaHeHHocTb CL11y faeTel n nogpocTkoB oT 0 40 17 neT Bbl-
pocna ¢ 12,8 (28 605bHbIX, B T.U. 22 pe6eHka — 11,9 Ha 100 Tbic. IH 1 6 nogpocTkoB — 17,6 Ha 100 TbiC.
MH) po 21,5 (47 6onbHbIX, B T.U. 29 — 16,2 1 18 nogpocTkoB — 45,8 Ha 100 Tbic. MH) B 2010 r. PocT
ot 0 o 17 net B 1,7 pa3a (Ha 68,0%), cpean aeten poct B 1,4 pa3a (Ha 36,0%), cpean NOAPOCTKOB POCT
B 2,6 pa3a (Ha 160,2%). C 2010 r. o 2020 r. pacnpocTtpaHeHHocTb C[11 B Bo3pacTe o1 0 o 17 neT BO3poc-
nac21,5p0 29,0 Ha 100 Teic. IH (67 60nbHbIX) B 1,3 pa3a (Ha 34,9%). Cpeawn geten ot 0 fo 14 net poct
pacnpocTpaHeHHocT CA11T € 16,2 fo 20,6 (42 pebeHka) Ha 100 Toic. [1H B 1,3 pasa (Ha 27,2%), cpean
noapoCTKoB pocT ¢ 45,8 fo 75,2 Ha 100 Tbic. MH B 1,6 pa3a (Ha 64,2%). 3a nepwog ¢ 2000 no 2010 rr.
3aboneBaemocTtb Ha 100 Tbic. A.H. oT 0 go 17 neT Bbipocna ¢ 4,1(9 60onbHbIX) (8 geTeit — nokasaTenb
4,3, nogpocTtkoB 1 — 2,9 Ha 100 Tbic. H) go 4,6 (10 605bHbIX, B T.u. 7 AeTeil — 3aboneBaeMocTb — 3,8,
noapocTkoB — 3-e — 3aboneBaemocTb 8,8). 3aboneBaemocTb oT 0 o 17 net yBenuuunach B 1,1 pasa
(Ha 12,2%), npu 3ToM cpeau feTen ymeHblunnach Ha 13,1%, cpev NOAPOCTKOB yBenmymnach B 3 pasa
(Ha 203,4%).

C2010r. go 2020 r. 3a6oneBaemocTb Ha 100 Tbic. [1H ot 0 go 17 neT Bbipocna ¢ 4,6 7o 5,5 (13 6onb-
HbIx: 10 peTenn — 3aboneBaemocTb — 4,9, pocT B 1,3 pa3sa (Ha 28,9%), 3 nogpocTka — 3aboneBaemMoCTb
9,0 Ha 100 Tbic. MH, pocT Ha 2,3%). 3aboneBaemocTb oT 0 go 17 neT yBenuuunach B 1,2 pasa (Ha 19,6%).

B uenom no cenbckoi mectHocTu P[] ¢ 2000 r. pacnpoctpaHeHHocTb CI1T y aeTeli 1 NOApPOCTKOB
o1 0 fo 17 net Bblpocna ¢ 12, 4 Ha 100 Tbic. JH (64 60MbHbIX, B T.4. 52 pebeHka — 11,9 1 12 nogpocT-
KoB — 15,1 Ha 100 Tbic. MH) go 18,4 Ha 100 Tbic. IH (93 60nbHbIX, B T.U. 65 geTein — 15,8, pocT B 1,3 pa3za
(Ha 32,8%) n 28 nopgpocTkoB — 30,3 Ha 100 Tbic. MH, pocT B 2,0 pa3a (Ha 100,7%) B 2010 r. PocT pacnpo-
CTpaHeHHOCTU B Bo3pacTe oT 0 go 17 net B 1,5 pasa (Ha 48,4%). C 2010 r. go 2020 r. pacnpocTpaHeH-
HocTb C[11 B Bo3pacTe ot 0 go 17 neT Bbipocsna ¢ 18,4 go 33,6 Ha 100 Tbic. A.H. (180 60nbHbIX) B 1,8 pa3a
(Ha 82,6%). Cpeam peteli oT 0 go 14 net pocT pacnpoctpaHeHHocTn CA1T ¢ 15,8 go 27,6 (126 peten)
Ha 100 Tbic. B 1,7 pa3a (Ha 27,2%), cpean nogpocTkos pocT ¢ 30,3 po 69,0 (54 nogpocTtka) Ha 100 TbiC.
MH B 2,3 pasa (Ha 127,7%). C 2000 r. no 2010 r. 3aboneBaemocTb Ha 100 Tbic. IH oT 0 go 17 net yBennuu-
nacb ¢ 3,1 (16 6onbHbIx: 13 getein — 3,0 nokaszaTtesib, NOAPOoCcTKoB 3- 3,8 Ha 100 Thic. MH) go 3,6 (18 6onb-
HbIX, B TOM 4ncre 3aboneBaemoctb 12 geten ymeHblumnach ¢ 3.0 go 2,9 (Ha 3,4%), NnogpoCTKoB 6 —
3aboneBaemocTb 6,5 Ha 100 Tbic. [H, pocT B 1,7 pa3a (Ha 71,0%). PocT cpean getein ot 0 go 17 net
B 1,2 pasa (Ha 16,1%). C 2010 . go 2020 r. 3a6oneBaemocTtb Ha 100 Toic. [H ot 0 o 17 net Bbipocna
€ 3,6 0o 6,2 (6onbHbIx 33:26 feTelt — 3aboneBaemMoCcTb — 5,7, pocT B 2 pasa (Ha 96,5%), 7 nogpoCcTKoB —
3aboneBaemocTb 8,9 Ha 100 Tbic. MH, pocT B 1,4 pa3a (Ha 36,9%). PocT 3ab6oneBaemocTvi B BO3pacTe
ot 0 go 17 net B 1,6 pasa (Ha 56,1%).

Mo ropoackon mectHoct P ¢ 2000 r. pacnpoctpaHeHHocTb C[1 y petern M noppocT-
koB oT 0 fo 17 net Bbipocna ¢ 11,8 Ha 100 Toic. AH (31 6onbHoOW, B T.u. 21 pebeHOK — noKasaTtesnb
9,8 1 10 nogpoctkoB — 20,6 Ha 100 Tbic. MH) go 25,1 Ha 100 Tbic. H B 2010 r. (87 60MbHbIX, B T.4. 55
neten — 23,2, pocT B 2,4 pa3a (Ha 136,7%) n 32 nogpoctka — 66,0 Ha 100 Tbic. MH), pocT B 3, 2 pa3a
(Ha 220,4%). PocT pacnpocTtpaHeHHOCTM B Bo3pacTe oT 0 o 17 net B 2,1 pa3sa (Ha 112,7%). C 2010 .
[0 2020 r. pacnpocTpaHeHHocTb C1 1y getelt n nogpoctkoB ot 0 ao 17 net Bo3pocna ¢ 25,1 go 69,9
Ha 100 TbiC. A. H. (243 60nbHbIX) B 2,8 pa3a (Ha 178,5%). Cpeau geteld ot 0 go 14 neT pocT pacnpocTpa-
HeHHocTn C1T € 23,2 0 63,0 (184 pebeHka) Ha 100 Tbic. 1H B 2,7 pa3a (Ha 175,5%), cpeaun nofpoCTKOB

.

12-13 viong 2021 1.

41



42

CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

(59 6onbHbIX) pocT € 66,0 Ao 101,9 Ha 100 Tbic. MH B 1,5 pa3a (Ha 54,4%). 3a nepuog ¢ 2000 . o 2010 T.
3abonesaemoctb Ha 100 Tbic. [1H ot 0 go 17 net cHusmnaco ¢ 3,8 (10 6onbHbIX: 6 AeTein — nokasaTtesb
2,8, nogpoctkoB 4 — 8,2 Ha 100 Tbic. MH) go 3,1 82010 . (9 60nbHbIX: 8 fETEN — 3ab60NeBaemMocTb — 3,7,
B 1,3 pa3a (Ha 32,1%), nogpocTkoB 1 — 3a6oneBaemocTb 1,8, ymeHblueHue B 4,5 pa3a (Ha 355,5%). CHu-
eHue 3aboneBaemocTu B Bo3pacte ot 0 fo 17 net B 1,2 pasa (Ha 22,6%). C 2010 r. 5o 2020 r. 3abonesa-
emMocTb Ha 100 Tbic. 1H ot 0 fo 17 net Bbipocna ¢ 3,1 fo 14,4 (50 60nbHbIX, B T.U. 41 pebeHokK), pocT B 3,8
pasa (Ha 281,1%), 9 nogpocTkoB — 3aboneBaemocTb 15,5 Ha 100 Thic. IH, pocT B 8,6 pasa (Ha 761,1%).
Cpeaw 60nbHbIX 0T 0 0 17 neT 3aboneBaeMoCTb yBenuununach B 4,6 pasa (Ha 364,5%).

Pestome. lNokasaTtenb pacnpoctpaHeHHocT C1T MO ropofCckoW MeCTHOCTW 3a uccriefnyemblin
nepuog ¢ 2000 r. no 2020 r. ysenuuunca ¢ 11,8 go 69,9 Ha 100 Toic. H vnn B 5,9 pa3a (Ha 492,4%);
no CenbCKON MEeCTHOCTU COOTBETCTBEHHO C 12,4 no 33,6 Ha 100 Tbic. H B 2,7 pa3a (Ha 171,0%), B Tom
yncne no ropHou 3oHe B 3,3 pasa, No NpearopHon — B 3,2 pasa, No paBHMHHOM 30He B 2,3 pasa. [o-
Ka3aTenb 3abonesaemoctu no P CA1T cpeam pgeten B Bo3pacte ot 0 o 17 net 3a nepuog ¢ 2000 r.
no 2020 r. ysenunuwmncs ¢ 3,3 go 9,4 Ha 100 Teic. [1H B 2,9 pa3a (Ha 184,8%). Moka3zatenb 3aboneBaeMocT
Nno ropoAckon mectHocTu yBenuuunca ¢ 3,8 o 14,4 B 3,8 pasa (Ha 278,9%); NO CenbCKoM MeCTHOCTH
¢ 3,1 0o 6,2 Ha 100 Tbic. JH B 2 pa3a (Ha 100%), B T.4. NO rOPHOW MECTHOCTU B 2 pa3a, No NPeAropblo
B 3,9 pasa, paBHuHe B 1,4 pasa.

BbIBOJbl. Ha ocHoBe co3paHHON AMHaMMuyeckoln 6a3bl JaHHbIX 3a ABafALATUIETHUIN Neprog Ha-
6niofeHns NPOCNEXNBAETCA NMOCTOSAHHAsA TEHAEHUMA K YBENIMUYEHWIO NMOKasaTens pacnpoCcTpaHeHHo-
ctn CA1T peteir ot 0 go 17 net. Mokasatenb pocTta coctasun ¢ 12,2 o 47,8 Ha 100 000 AH. 3a nepwuopg
€ 2000 r. go 2019 r. asnmaemMmonormyeckne nokasatenn pacnpocrpaHeHHoct CA11 no PO Bbiwe, yem
no P[], npv 3TOM noKa3saTenb pacnpoCTpaHEeHHOCTN yBENNUYUACA B 2,5 pa3a, Toraa Kak no PO gaHHbIn
nokasatenb yenuuyunca B 3,9 pasa (Ha 291,8%). VIHTeHCMBHbIN NoKa3aTenb pacnpocTpaHeHHocTn CA1T
Ha 1000 H B 2000 r. no PA coctaBun 0,1, B 2020 . — 0,48, no PO — 0,32 B 2019 r. 3HaunTenbHble pas-
NMYmnA B YPOBHE NMOKasaTesiell pacnpoCTpaHeHHOCTH 1 3aboneBaeMoCT Mo pecnybinke oTMeYatoTcs
B pa3HbIX reorpadryecknx 30Hax NpoXmnBaHUs, UMes BOSIHOOOPa3Hoe TeueHre. INuaeMmnonornieckme
rokasaTenu ¢ 6osee MHTEHCUBHBIM POCTOM OTMeUYeHbl BO BTOPOM Mccielyemom aecatunetun ¢ 2010r.
[0 2020 r., yTo 06YCNOBNEHO YXYALIEHNEM COLMANIbHO-3KOHOMUYECKOWN U IKONMOrMYeckon cuTyaumm
B pecny6nuke. PocT pacnpocTpaHeHHOCTU 1 3aboneBaemoctu C[11T B ropofax B 3HaUUTeNIbHOW cTene-
HY 06YCNOBNEH MUTPaLMOHHBIMY 1 Aemorpaduyecknmm npoueccamu. Hanbonee TecHyto cBA3b C 3KO-
JIOTMYeCKo CUTyaLmeln AeMOHCTPUPYIOT PacnpoCcTpaHeHHOCTb 1 3aboneBaemoctb CA1T cpean fetei
B ropofax v npefropHou 3oHe P.

KJIIOYEBBIE CJTIOBA: caxapHsili duabem 1 mund; demu; NoOpoCMKU; pacnpocmpaHeHHoCcme; 3abosesae-
MOCMb; 20pbl; Nped20pbe; PasHUHA; 20p00d.
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JIOKPHHOJIOTOB

COBPEMEHHbBIE METO1bl KOHTPOJIfl NIUKEMUN Y ﬂE]’Eﬁ C CAXAPHbIM
ANABETOM 1 TUMNA B PEAJIbHOUN KNMHUYECKOW NMPAKTUKE

A.E. KpacHoBupgoBa, A.M. Pumckas, A.B. Butebckas
OrAQY BO «[lepsbiti MTMY um. U.M. CeyeHosa» MuH30pasa Poccuu (CedeHosckuli yHUBepcumem)

AKTYAJIbHOCTb. ExxegHeBHbI KOHTPONb YPOBHA [MIOKO3bl B KPOBU ABMAETCA HEOTbeMEMbIM
KOMMOHEHTOM Tepanuun caxapHoro amnabeta 1 Tuna (CA1) y peteir. CornacHo pekomeHpaumam ISPAD
2018, yacToTa U3MepeHua rMuKeMmnn JonxHa cocTaBnAaTb 6-10 pa3 B CyTKuW. B cBA3M c noasneHnem wn-
POKOro CreKTpa YCTPOWNCTB Af1A CAMOCTOATENIbHOrO M3MEPEHUA TIOKO3bl KPOBY, TaKMX Kak Fitokome-
TPbI, YCTPOWNCTBA AA MOHWUTOPWHIa rankemun (YMI), naumeHTbl cTanu yalle yepefoBaTtb UX UCMONb-
30BaHue.

LLEN1b: n3yunTb ncnonb3oBaHye COBPEMEHHbIX METOAOB KOHTPONSA FVKEMUM Y UX KOMOWHKpPOBa-
Hune y petei ¢ C11 B peanbHON KNMHUYECKON NpaKTuKe

MATEPUAJIbl U METOAbI: B npocneKkTyBHOE KOFOPTHOE UCCNeaoBaHme 6bino BKtouyeHo 104 pe-
6eHka 11,5+4,2 (1,5-17,0) net, c gnutenbHocTbio CA14,92+0,7 (0,1-16,0) NeT, rMMKMpPOBaHHbIM reMoro-
6vHOM 8,0+1,7 (5,2-12 MMonb/n), NCNONb3yoLWMX rokomeTpbl (104 getein, 100%) n YMT (78 uenosek,
75%). MaumneHTbl MM X POAUTENM OTBETUIN Ha BOMPOCHI aHKETbl O BO3pacTe, AnutenbHoctn CA1, Ko-
NNYeCTBE U3MEPEHUI FINKEMU B CYTKIN C MOMOLLbIO Pa3fIUHbIX YCTPONCTB, NPEANoYTEHUAX U TPYLHO-
CTAX NPY NX NCNONb30BaHNN.

PE3YJIbTATbI. BonblumnHcTBO nauueHToB (49 (47,1%)) noctosHHO ucnonb3yeT YMI (46 (44,2%)
13 HUX — GNew—-MOHUTOPUHI), 6 (5,8%) ucnonb3yeT KX NONOBMHY BpemeHu, 23 (22,1%) — pexe,
26 (25,0%) NaumMeHTOB HUKOrAA UMW He NOJb30BaNnCh.

Monb3oBaTbCA FOKOMETPOM B MPUCYTCTBUM POAMTENEN AeTN HaumHanu B 6+2,1 (2-15) ner, a ca-
MocToaTenbHO — B 8+0,7 (4-10) net. CpeaHuin Bo3pacT Hayana ucnonb3osaHua YMI B npucyTcTBum
poauTenen coctasnaet 9,1+3,5 (4-15) neTt, a camocTosaTenbHo 10,6+3,5 (4-17) neT, npu 31om 60 (76,9%)
[EeTAM POAUTENU NMOMOTaloT YCTaHaBNUBaTh ceHcop, a 41 (52,6%) — cHUMaTb.

MaymeHTbl CoobLMNN, YTO OHY MPOBOAAT U3MEPEHUE MIMKEMIM C MOMOLLbIO FTIOKOMETPa B OTCYT-
ctBme YMI 7,0+4,2 (1-10) pa3 B cyTku. Mpun ncnonbsosaHum YMrI 65 (83,3%) naumeHToB coobLmnm, 4to
npoBoAAT n3mepeHus 6onee 10 pas B CyTKU.

[lononHuTeNnbHblE N3MEPEHNA FINKEMUM C MOMOLLbIO FIOKOMETPa Npu ncnonb3osaHum YMI npo-
BOAAT 27 (34,6%) NauMeHTOB NPU BbICOKUX 3HaUEHMAX rukemnm, 29 (37,2%) — npun HU3KuX; 3 (3,8%) —
NpW HECOOTBETCTBUM CaMOUyBCTBUA 1 NOKa3aTenen raokomeTpa/YMI; 3 (3,8%) — npuv nepexope Ha Ho-
BbI rntokomeTp; 8 (10,3%) — B nepBble CYTKM NOC/Ie YCTaHOBKM HOBOIO CEHCOpa.

Cpef MpWYMH, MO KOTOPbIM AETM MOrMM Obl OTKa3aTbCA OT WCMOJSIb30BaHWUA [IOKOMETPa,
67 (64,4%) yKa3anu norpeLHocTv B u3MepeHusx, 48 (46,2%) — TPYAHOCTb KOHTPONA MMUKeMUU BO Bpe-
Ms CHa, 44 (42,3%) — BOCManNuUTeNbHble peakuun B MecTax NpoKosos, 40 (38,5%) — 60/b Npu Npoko-
ne, 32 (30,8%) — noTpebHOCTb B 60/bLLION Kanne Kposu, 23 (22,1%) — 6onbluoi pa3mep YyCTPONCTBa,
21 (20,2%) — ueHa.

Cpean NpUUYnH BO3MOXXHOIO OTKasa OT mcnonb3oBaHua YMI 47 nauneHToB (60,3%) ykasanu no-
rPewwHoCTN B n3MepeHusx, 36 (46,2%) — noaBneHne ynioTHEHU B MecTax ycTaHoBKY, 31 (39,7%) —
BOCMANUTENIbHAA peakuna Ha agre3nsHble MaTepuansl, 26 (33,3%) — ueHa, 24 (30,8%) — anckomdopT
Npwv HOLIEHUN YCTPOWNCTBA, 22 (28,2%) — HepocTaTouHas pukcauma npubopa K koxe, 8 (10,3%) — 3a-
METHOCTb.

BbIBOAbI. MauneHTbl, ncnonb3ytowme YMI, yalie NpoBOAAT CAMOKOHTPONb, YTO CBUAETENb-
cTByeT o 6onee KauyecTBEHHOM KOHTposie 3aboneBaHuAa. CpefHWI BO3pPacT Hayana caMocCTos-
TENbHOrO MCMNOJSIb30BAHNA TIOKOMETPOB OKa3ancsa Huxe, yem YMI, HeCMOTpA Ha TO, YTO BTOpoe
MNCNoJIb30BaTb ropasao npotle. Bo3aMoXHO, 3TO CBA3AaHO C OTHOCUTENIbHO HefJaBHMM MacCOBbIM UC-
nonb3oBaHuem YMI.

BonbWwWHCTBO NaLmeHToB KOMOVHMPYET NCMoNb30BaHMe rokomeTpa 1 YMI, coueTas 1 JononHaAnA
3T MeTofbl.
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CEMEVHbBIE ®AKTOPbI COLIMAJIbHOTO PUCKA, HEFATUBHO BJIVAIOLLUE
HA 3[J0POBbE IETE/ C CAXAPHbIM AUABETOM

T.J1. Kypaesa', A.B. KapnywkuHa?, E.A. AHgpuaHoBa', U.M. Banbkosa?, T.B. ilkoBnesa?,
A.O. EmenbsaHoB', X.I. be3pykoBa?, E.b. Xpamosa*, f.B. Tnpw °, A.B. lyH6uHa®
'QrbY «HMUL| 3HOoKpuHomoeuu» MuH3dpasa Poccuu
2QoHO KA®,
3[bY3 «Bonoeoockasa obnacmHas 0emckas KJauHu4Yeckas 60/1bHuUua»

*bY BO XaHmei-MaHculicko2o asmoHOMHO20 OKpy2a
«Cypaymckuli 2ocydapcmeeHHbili yHusepcumems, 2. Cypaym
*TiomeHcKuli 20cy0apcmeeHHbIl MeOUYUHCKUU yHusepcumem
STbY3 «YenabuHckas obaacmHas 0emckas KauHUYeckas 60/1bHUUa»

K HacToAwemy BpemMeHU Ha $pOHe LUIMPOKOrO BHEAPEHNA COBPEMEHHbIX MHHOBALMOHHBIX TEXHO-
JIornii B Tepanuio caxapHoro avabeta 1 tvna (C1) y feTeit MHOTMe NauyeHTbl AOCTUrAlOT CBOUX Liene-
BbIX YPOBHei1 yrneBofHOro obmeHa. B To e BpemeHn CcTaHOBUTCA Bce Honee oueBMAHbIM, YTO OLHOM
13 NPWYMH OTCYTCTBMA AOCTAaTOYHON KOMMEHCaLUMM Y YacTu NaLMEHTOB MOXeET ObITb Hannume coymnanb-
HbIX NPO6sIEM B ceMbe — $paKTOPOB COLMANbHOIO prCKa.

LIEJIb UCCNIEAOBAHUNA — onpepeneHne ¢pakTopoB coLmanbHOro pucka, Hanbonee xapakrep-
HbIx Ana cemen getelt ¢ C11 B Haleln cTpaHe, Ha OCHOBaHUM onpoca poauTenen geten ¢ CA1, n aHanm3
VX CBA3Y C YPOBHEM IMMKMPOBaHHOTO remornobuHa (HbA, ).

MATEPUAJIbI U METOAbI. VccnegoBaHne npoBoAnnoCb B SHAOKPUHONOIMYECKUX OTAENeHN-
AX AETCKUX CTaLMOHAPOB U OTAENEHUAX MEAUKO-COLMANIbHON NOMOLLMN AETCKUX NOMUKIVHUK B 4 pe-
rmoHax — Bonoroackon, TiomeHckom, YenabuHckon obnact n B XaHTbl-MaHCUINCKON aBTOHOMHOM
okpyre. o HanpaBneHWo JETCKOro SHAOKPUHOJIOra C UCNOMb30BaHeM pa3paboTaHHbix [poTokona
NccnefoBaHna, eAnHOro AJiA BCeX PErvoHOB, U AHKETbI AfiA onpoca poauTeneli pebeHka. Mo Hanpas-
NEHWNIO [ETCKOro SHAOKPUHOMOra CoUManbHbll PpaboTHUK GONbHULbI UV NeauaTp OTAENEHUA Mefu-
KO-COLManibHOM NMOMOLUM AETCKOW NOMUKIVHUKN MPOBOAUT CKPUHWHI coLManbHbIX $akTOpOB pucKa
C CNONb30BaHMEM CreumaibHO pa3paboTaHHON aHKeTbI. Mpu BbiABNEHUN (pAKTOPOB, TPEOYIOLMX CO-
LmanbHOro 06CyX1BaHUA, POANTENAMM 3aMNONHAETCA 6MlaHK 3asaBNeHNs Ans obpalleHus 3a coumnanb-
HOW NMOMOLLbIO.

Bcero B nccnepoBaHuny NpuHANO yyactue 325 pecnoHaeHToB. OHM 6Gbinn pasgeneHbl Ha 3 rpyn-
nbl: 1 rp. pogutenen, y aetein Kotopbix ctax CA1 >1 roga n nnoxovt MeTabonnyecKknin KOHTPOsb
(HbAk >7,5%) — 195 4-K; 2 rp . poauTenen co cTaxem 3aboneBaHus y getein > 1 I. 1 XOPOLIMM MeTa-
6onunueckum koHTponem (HbA, < 7,5%) — 60 uen, 3 rp. — poanTenu aeTei co cTaxem 3abonesaHua
<1 rofa, He3aBUCKMMO OT METABONIMYECKOTO KOHTPONSA — 73 YeNoBeEK.

MONYYEHHbDIE PE3YJIbTATbI. B o6weii rpynne cp. HbA, |y aeteit coctasun 9,1% (4,9-17%). B na-
TEPKY CaMbIX PacnpoCcTpaHeHHbIX GakTOPOB COLMaNbHOrO PUCKA, yKa3aHHbIX PecrnoHAeHTaMu, BOLIN
cnepytolye: OTCYTCTBME BbiCLIero 0b6pa3oBaHusA, OTCYTCTBME MNOCTOSHHON paboTbl, OAUHOKOE BOCMN-
TaHWe pebeHKa, OTCYTCTBUE NOALEPKKMN CO CTOPOHBI BIM3KMX, LOXOA HUXKE NMPOXKUTOUYHOFO MUHUMYMA.

1-10 rpynny pecnonfeHToB coctasunn 192 yenoseka. CpeaHuin ypoBeHb HbAm 9,8% (7,5-17%).
Cpean GakToOpOoB COUMANBHOIO PUCKA, AOCTOBEPHO BAUAIOLLMX Ha ypoBeHb HbA, , BbisfiBIeHbI ypoBeHb
obpasoBaHua popgutenein (Boicee — 9,3%, cpegHee 10,2%, p<0,05), cemeiiHoe MonoxeHue (3amy-
x*em — 9,5%, He 3amyxem — 10,2%, p<0,05), goxon cemby (BbiLe NPOXUTOYHOTO MUHUMYMa — 9,5%,
Hxe — 10,2%, p<0,05) 1 KonnyecTBo aeTel B cembe (1 pebeHok — 9,4%, 3 1 6onee — 10,4%, p<0,05).
OTpuuaTenbHoe BUAHME Ha MeTabONNUYECKNI KOHTPOSb OKa3biBaeT U KONMYECTBO BO3AENCTBYIOLMX
$aKTOpOB coumanbHOro pucka: npu Hanuumm 0-1 dpakTopos yposeHb HbA, coctasun 8,8%, npu Hanu-
ynm 4-5 paktopoB — 10,4%, 6 1 6onee — 11,2% (p>0,05 13-3a Manol BeNUYMHLI MO rpynnam).

2- rpynna pecnoHaeHToB coctasuia 60 yen. HbA, — 6,6% (5,3%, 7,3%). He obHapyxeHo cy-
WeCTBeHHOM pasHnubl B cp. HbA, y aeTel fo 15 neT n nogpocTkos 15-18 neT. PacnpocTpaHeHHOCTb
$aKTopOB COUMANbHOrO pUCKa OKasanacb 3HAUMTENBbHO HUXKE B CEMbAX C XOPOLWNUM KOHTponem CJ1
y pebeHka (Tabn.).
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Ta6nuua. PacnpoctpaHeHHOCTb $pakTOPOB COLMaNbHOIO PrCKa B PasHbIX rpynnax

(daKTopbl COLNaNbLHOro pucka HbA, >7,5% HbA, <7,5% CA <1ropa

OTcyTCTBYME BbICLLErO 06pa3oBaHUs 50% 28% 48%
OTCyTCTBME MOCTOAHHON PaboThl 47% 33% 36

OpuHoKoe BocnuTaHne pebeHKa 45% 25% 38%
OTcyTCTBME NOAAEPHKKN 41% 28% 37%
Husknin goxon 29% 10% 34%

MHorogeTHocTb 19% 17% 18%

Cpean cemeln ¢ xopowunm KoHTponem CL1 Takxke onpefenanacb TeHAeHUMUA K 6onee HU3KOM
flofne CemMell, UMeLWNX HECKONBbKO $pakTOPOB PUCKa, YeM B BbIGOPKE C NIOXMM KOHTposnem. B 3-io
rpynny sownu 73 pecnoHgeHTa. Cp. HbA1c y peTelt coctasun 9,3% (4,9-15,1%, uto, oueBMaHO, oby-
cnosneHo anutenbHocTbio CLl meHee 3 mec y yacTu feTeir). Y nogpoctkos 15-18 net — 10,5%, y fe-
el 0-14 neT — 9,1%. Mpn NOBTOPHOM OMpoce Yepes 3 Mec. cpeaHnit yposeHb HbA, coctasun 7,9%
(4,8-13,4%) npw OTCYTCTBUM Pa3NMUMi y NaLmMeHTOB 06enx BO3pacTHbIX Fpynn. BepoAaTHo, KomneHca-
LmA yrneBofHOro obmMeHa y NoapoCcTKOB 0bycrioBneHa 6onblLuell KOMMIAeHTHOCTbIO B Havane 3abo-
JIeBaHMA, Yem Npu 6ONbLLIOIN ero ANUTENbHOCTU. MNepeyeHb pakTOPOB COUMANBHOIO pUCKa NpakTuye-
CKW coBMajaeT Mo COCTaBY U YaCTOTe C TAKOBbIM B CeMbSAX, rAe AeTn 6oneloT Aosblue roaa C NAOXMM
MEeTaboNNUYECKNUM KOHTPOMEM. DTO HArNAAHO NOKAa3blBAET, YTO HepeLeHHbIe BOBPEMA CoUMalibHble
TPYAHOCTY C TEYEHNEM BPEMEHU YCYTyONAIOT NONOXKEHVE CEMbU U HEFaTUBHO BAVAIOT Ha KOMMeHca-
Lo yrneBogHoro obmeHa.

3AKJIIOMEHUE. MMpoBefgeHHOe WCCNefoBaHMe MO3BOMIMIO BbIENUTb Hambonee 3HauyvMMbl
baKkTOpbl COLManbHOro pucka B cembsx, nmetowmx aetenn ¢ CA1 B PO. YxyaweHne coumanbHbIX yc-
NIOBUIN B ceMbe — 3T0 $akTOp pUCKa, HEraTUBHO BAMAOLWMIA Ha ypoBeHb KoHTpona CA1, a 3HauwuT,
1 Ha 1 pa3BUTME OCNIOXKHEeHNI B nocneaylolem. CBoeBpeMeHHOe BbiABIEHNE COLManbHbIX Npobnem
B CEMbSX, B KOTOPbIX pebeHoK 6oneH C1, no3BonseT onpefenats 06beM U NAaHNPOBaTb MEPONPU-
ATVA NO OKa3aHWI0 HeOOXOAMMON MefMKo-CoLManbHon nomown. B utore, cembu, umetowne geten
c CAl1, B nepByio oyepeAb C XPOHUYECKOW MeTabonnyeckon AeKoMneHcalumei, Hy»KAaloTCA B OLIeHKe
baKTOpOB COLMANBHOIO pPrCKa U CONPOBOXAEHNMN COLMANBbHON CNy»KObl ANA OKa3aHUA HeO6XOANMOW
nomotym.

KJTKOYEBBIE CJTIOBA: caxapHesili duabem, 0emu, 2/TUKUPOBAHHbIU 2eM02/106UH, (hakmopbl COUUATbHO20
pucka.
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OLEHKA SOOEKTUBHOCTU COLIUAJIBHOW MOMOLLU CEMbAM,
NOMNABLUMM B TPYAHYIO KU3BHEHHYIO CUTYALIUIO

T.J1. KypaeBa', A.B. KapnyuwkuHa?, E.A. AHapuaHoBa', .M. BanbkoBa?, T.B. ikoBneBa?,
A.O. EmenbsaHoB', X.I. bespykosa?, E.b. Xpamosa*, .B. Tmpw °, A.B. lyH6uHa®
'QrbY «HMUL| 3HOoKpuHOMo2uu» MuH3dpasa Poccuu
2QoH0 KAD
3[bY3 «Bonio2o0ckas obnacmuas 0emckas KauHu4Yeckas 60asHuUUa»

*6Y BO XaHmoi-MaHculicko2o asmoHOMHO20 OKpy2a
«Cypaymckuli 2ocydapcmeeHHbili yHusepcumems, 2. Cypeym
*TiomeHcKuli 20cy0apcmeeHHbIl MeduyUHCKUU yHugepcumem
STbY3 «YenabuHckaa ob6aacmHas 0emckas KuHUYeckas 60o/1bHuUUa»

WNccneposaHua, npoeoanmble B PO 1 Apyrnx cTpaHax, CBUAETENbCTBYIOT O HEraTMBHOM BIAHWN
coLManbHbIX NPo6sieM Ha KOHTPOJb caxapHoro guabeta 1 Tuna (CA1) y geTtein 1 nogpocTkoB. B goctyn-
HbIX HAM UCTOYHMKAX He HagEHO NCCNeAoBaHNIA, ONMCHIBAIOLWMX BIMAHNE OKa3blBAaEMOWN COLManbHbIi
nomoLu Ha KoHTposnb CA1 y feTeln B cembsx ¢ GakTopamm COLManbHOro prcka.

LIEJIb — B cembaAx feten u nogpoctkos ¢ CL11 ¢ BbIABNEHHbIMK B NpoLiecce onpoca poautenen
bakTopamMu coumanbHOro prcka oLeHUTb 3GGEKTUBHOCTb NPefOCTaBNEHHON UM MeAVKO-COLMAanbHOM
MoMoLM — MO AMHaMMKe IMKMPOBaHHOTO remornoburHa (HbA ).

MATEPUAJIbl U METOAbI. NccneposaHne npoBoAnnoCh B SHAOKPUHONOrMYECKNX OTAENEHNAX
[EeTCKMX CTaLMOHapPOB N OTAENEHNAX MeANKO-COLManbHOM NOMOLWM AETCKMX NOAUKIVHUK B 4 pervo-
Hax — Bonoroackoi, TlomeHckom, YenabuHckoi obnactv n B XaHTbl-MaHCUIACKO aBTOHOMHOM OKpyre
C Ucnonb3oBaHMeM pa3paboTaHHbIx [IpoToKona nccnefoBaHysA, eUHOIO A1 BCEX PErVIOHOB, U AHKETbI
AnA onpoca poanTenen pebeHka. Mo HanpaBneHuo AETCKOro SHAOKPUHOSONa COLManbHbIN PaboTHUK
60/bHULbI UK NeAVaTP OTAeNeHNs MeaNKO-COLManbHON NMOMOLLM AETCKOW NOAVKINHUKNA NPOBOANUT
CKPVHUHT coumanbHbix GpakTopoB pucka. Mpu BbiABneHUn GpakTopos, Tpebylowmx counanbHoOro ob-
CNY>XUBaHWSA, POAUTENAMY 3aroNHAETCA GNlaHK 3asaBNeHNA Ans 06palLeHnsa 3a CoOLManbHON MOMOLLbIO.
KoHTponb HbA, npoBoamnncsa ncxoaHo u uepes 3 mec. Bcero B nccnefoBaHny NPUHANO yyacTtue 325 pe-
CNOHAEHTOB, pa3aeneHHblX Ha 3 rpynnbl: 1 rp. — co ctaxem Cy peten > 1r.n HbAk > 7,5% (n=195);
2rp.— co ctaxem CAi1y petenn > 1 r.n HbA, <7,5% (n=60); 3 rp. — ctaxx C11 y feteir < 1 r He3aBMCMMO
oT ypoBHa HbA, (n=73).

PE3YJIbTATbI. B obweii rpynne guHamuka yposeHb HbA, wucx. n uyepes 3 mec. cocTaBnsana
9,1-8,5%, B 1 rp. — 9,8-9,3%, BO 2 rp. — 6,6-6,6%, B 3 rp — 9,3-7,9% COOTBETCTBEHHO.

Bo Bcex 3 rp. cambiMy NONyNsSiPHbIMU GbIAN 3aNpPOChl O CefylWnX BULaxX nomolm: GbuHaH-
COBOW, NCUXONOFNYECKON, YNYULEHUN XUAULHBIX YCIOBUIA 1 MPAaBOBOWA, YTO FOBOPUT 06 yHMBEpP-
CanbHOCTU $paKTOPOB PUCKA, C KOTOPbIMM CTakMBaeTCA ceMbs. [laHHble 0 AuHamuke cp. HbA,
B 3aBMCMMOCTW OT BMAA NOSYYEHHOWN NOMOLLM MOKa3blBalOT AOCTOBEPHOE CHMMXEHMNE 3TOro NokKa-
3aTens Ha 0,6-0,9%. Mpu aHanuse cp. HbA, cyuwecTseHHas pasHuUa Obina 06Hapy*eHa no Ncuxo-
noruyeckon (-0,7%) n npasoBoii (—0,9%) NomoLM — No CPaBHEHWIO C TPYNMOW, He MoNyuYnBLLEN
3Ty nomoub (-0,3%). AHanu3 AUHaMUKM Cp. HbAk B 3aBUCMMOCTYM OT 06bema NoslyYeHHO nomMoLu
roka3san JOCTOBepHOe CHMKeHMe BO BCex rpynnax (p<0,05), npu 3Tom B ceMbsX, FAe NOMOLLb OKa-
3blBaflaCb KOMMAEKCHO (N0 3 1 6onee HanpasieHNaAM), ynyJylleHre KOHTponsa anabeTta 6bino 6onee
CYLLeCTBEHHbIM.

OCHOBHOW 0CO6eHHOCTbIO cemeli ¢ 6onbwmm ctaxem C1 y feTel, y KOTOpbIX He ygaeTcs B3ATb
3aboneBaHvie Nof, KOHTPOb, ABNAETCA B OOMbLUMHCTBE CJTyyaeB XPOHUYECKUI XapaKTep coLmanbHbIX
npob6nem.

Bo 2 rp. He BbIABNIEHO CYLECTBEHHOTO YyylweHUa AuHammnku cp. HbA, B 3aBucMmocTy oT BUAa nnu
ob6bemMa NonyyeHHON NOMOLUM — OH OCTaBasICA MPUMEPHO Ha TOM Xe YPOBHe (B Mpeaenax LeneBoro)
[0 U MOC/ie 0Ka3aHUs NMoMOLLU: NPV CpaBHEHWU NoKasaTenen pasHula cocTtaBnsna He 6onee 0,2%. Op-
HaKo, cnegyeT MOMHUTb, YTO B 3aBUCUMOCTM OT KaxA0ro MHANBUAYaNbHOrO CJ1yYas Lienbio CoLManbHowm
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NOALEPKKN MOXET ObiTb He TOMbKO pelleHVe OMpeaesieHHON MpobNneMbl, HO TaKXe CHUKeHne
HeraTVBHbIX MNOCNeACTBMIA Kakoro-nnbo dbaktopa pucka 1 NpodunakTka yxyalweHns cCutyaluum B ce-
Mbe C pe6eHKOM C TAXeNbIM 3ab0neBaHeM.

B 3 rp. cTatucTMyeckn foctoBepHoe cHuxeHue (p<0,05) cp. HbA, o6HapyxeHo npu oKasaHuw
duHaHcoBo (-2,4%) 1 ncuxonornyeckoin (-1,8%) nomowyn. B 3Tvx xe rpynnax grHammka HbAk 6bina
607bLUe, Uem B rpymnmnax, He MOsyyaBLUNX NomoLK: —2,5 npoTnB -0,9%, -2 npoTrB -0,5% COOTBETCTBEH-
Ho. iuHamuka HbA, B 3aBcMmoCTy OT 06bema MonlyyeHHoI NomoLm noao6Ha Takosom B 1 rp.: HY o~
Horo Buaa nomowm — 0,5%, 1 Bug — 2,0, 3 Buaa u > — 2,4%. ViccnenoBaHme nokasasno, YTo ansa cemen
C HejaBHO BbIABNEHHBIM Yy pebeHka C11, MOMUMO MCKUXONOrMYecKoro CTpecca HeMasioBaXKHYI0 posb
nprobpeTaloT prHaHCOBbIe 3aTpaTbl. KapauHanbHOe N3MEHeHVe YKNaaa XU3HU, nepepacnpeneneHme
6toKeTa 1 06513aHHOCTEN BHYTPU CEMbM, CTPaXx 3a XM3Hb 1 byayLiee pebeHKa, obunmne HoBoln nHbOpP-
Maumm, Heo6XoaUMOCTY NprobpeTaTb HOBbIE HaBbIKM — BCe 3TO TPebyeT OrPOMHOrO KonmnyecTsa pe-
CYPCOB 1 SHEPTUN 1 CNOCOOHO MoKonebaTb Jaxe counanbHO 651arononyyHyto cembto. [lo3TomMy oueHb
Ba’KHO «MOAXBATUTb» CUTYaLMIO U NPefoCTaBUTb HEOOXOAVMYIO MOMOLLb CEMbe C 3a60NeBLMM pebeH-
KOM KaK MOXXHO paHblue.

3AKJIIOMEHME. Oka3biBaemas cembe MOMOLLb JO/MKHA ObITb KOMMIEKCHON 1 HampaBieHHOW
Ha peLleHne He TONIbKO CUIOMVHYTHOIN NpobiemMbl, HO Ha JONTOCPOYHbIE U3MeHeHus. Hanpumep, npu
HI3KOM [JOXOfe HY>KHa He TOJIbKO 0OJHOPa30Bas MaTepuanbHas MOMOLLb, HO 1 MOMOLLb B TPYAOYCTPON-
ctBe. B «KoHceHcyce ISPAD» oTmeuaeTcs, uto cpem GakTopoBs, BIUALWMX Ha pe3ynbTaTbl neyeHus CA1,
Hanbonee BaXXHbIMU ABMAIOTCA NCUXocoLmanbHble GakTopbl, @ couunanbHble PaboTHUKN 1 NMCUXONOT
JOMKHbI BXOAWUTb B MEXANCUMIIMHAPHBIE TPYynnbl Tepanuu. Ins KOMNaeKCHOM NomMoLLu cembe Heob-
XOZMMO MpVBeKaTb O6LLEeCTBEHHbIE OpraHM3aLMn 1 NaLMeHTCKue coobLlecTBa, KOTopble MOTyT npe-
[OCTaB/ATb AONOSHUTENbHYIO NOAAEPXKKY, HE 3aMeHss COO0I OTBETCTBEHHbBIE 3a COLManbHYI0 MOMOLLb
rocyflapCTBEHHbIE CYXObl.

Tabnuua. [inHamvka cpegrero yposHa HbA, B 3aBMcMMOCTY OT 06bema Nosyy4eHHO nomowm

Konunuecrtso Bupos Konunuectso Cpeanui Cpennuit AnHamnka
nosy4YeHHOo noMowm pecnoHAeHToB yposeHb HbA“ yposehb HbA‘c HbA
(1 onpoc) (2 onpoc) 1c
Hwn oaHoro Buaa nomowym 81 10,1 9,6 0,5
1 BMA NnomoLyn 58 10,3 9,8 0,5
2 BMAa NomoLym 32 10,0 9,6 0,4
3 Bnaa nomoum 13 9,2 8,4 0,8
4 Brga nomowm 7 10,4 9,5 0,9
5 BMOOB NOMOLLN 1 13,1 10,7 24

BCETO 192
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COYETAHUE CAXAPHOI'O AIUABETA C NMOJINKNCTO30M MO4EK Y NALUMEHTKN
CTFETEPO3UTOTHON MYTALMEW B FTEHE HNF1B C.54, >T:P/R181X (MODY 5)

T.J1. KypaeBa, A.O. EmenbaHos', K.C. Hukntut', A.X. lymepoBa?

'OrbY «<HMWL| s3HOoKkpuHonozuu» M3 PO, Mocksa
2KasaHckas obnacmHas 0emckas KNuHUYeckas 6oneHuya, Kasave

BBEAEHUE. MODY 5 oTHOCUTCA K ogHOMY 13 18 ussecTHbix nogtnnos MODY. 3Ta MOHO-TeH-
HaA ¢opma caxapHoro auabeta (C[l) xapakTepusytotca coueTaHnem CJ[l C MOMMKUCTO30M MOYeK
N BPOXAEHHbIMV aHOMANNAMYN BHYTPEHHUX FreHWUTanuii y gesouek. B 1997 rogy 31oT noatun 6bin
BMepBble ONUCaH B cembe, rae 31oin dopmoit MODY cTpaganu HeCKONbKo NokoseHnin. KnuHnyeckne
NPOoABAEHNA MOTYT 6bITb JOCTaTOYHO NonMMopdHBbI, U MyTaumm B reHe HNF1b Hepepako accoummpyiot
TOJBbKO C MOYEYHOWN HE[OCTAaTOYHOCTbIO. YacTo AnabeT MaHnbeCTpPYeT yxe nocne nosBieHus 6ones-
HY nouek. CpegHuiA Bo3pacT Hayana MODY5 — 24 roga, Ho MaHndecTauus BapbupyeT OoT Bo3pacTa
15 pHelr po 61 roga. B 6onblunHCTBe cnyyaeB TpebyeTca UHCYNMHOTepanuA. Y NauneHTOB CHUXe-
Ha ceKpeuus NHCYNMHa BO BHYTPUYTPOOGHOM Nepuofe, MO3TOMY AN AeTell XapakTepHO poXaeHve
C HM3KOW Maccor Tena. Yacto nmeet mecTto atpodusa NOAXKeNyooUHON XKenesbl, C HapyLIeHNeM 3K30-
KPUHHOWN OYHKUUN, B CBA3W C YeM, B AUArHOCTMYECKMX LiensX, LenecoobpasHo ucnonb3osaHne KT
WV MAarHUTHO-PEe30HaHCHON xonaHrnonaHkpeaTtorpadum. OcobeHHOCTbIO AaHHOro noatuna MODY
TaKXXe ABNAETCA rnepypukemMnsa n nogarpa B Mosiofgom Bospacte. OTMeYaeTCa CHUXeHVe YPOBHA
MarHus B niasme, yMepeHHoOe MoBbllLeHe YPOBHA GepMeHTOB neyeHu. Takxe y TakMx NalueHToB
BO3MOXHO Hainuve pacCcTpONCTB ayTUCTUUYECKOrO CreKTpa, Mpobnembl C coumanbHbIM B3arMogen-
CTBMEM, HapyLLIEHUA NOBEAEHNA B paHHEM BO3pacTe, 3afiepxKa NCUXOMOTOPHOIO Pa3BUTUA N KOTHU-
TVBHble HapylueHus. B o6wwen ctpyktype MODY, nofTun 5, cBA3aHHbIV C MyTauvei B reHe, KOAVPYo-
wem sgepHbin dakTop renatountoB 1B (HNF1B), BcTpeuaeTca foctatouHo peako, B 5-10% cnyyaes,
no AaHHbIM NUTEPaTYpPbl. TakKe OMMCaHO, YTO Y XEHLMH C MOPOKaMUN Pa3BUTUA NOYEK U MATKK, My-
Tauun B reHe HNF1B BcTpeyannch B 18% cnyuaeB. B cBA3M ¢ peaKoCTbio JaHHOW natonorun v ee
HeloCTaTOYHOW U3YyYeHHOCTbIO, B YaCTHOCTU, 6e3 aHanm3a reHoTun-beHoTUna B 60NbLUIMHCTBE CO06-
LeHni, NPMBOAKM Halle HabniogeHue.

OMUCAHUE CJTYYAA. Y naumeHTKn [l. B BO3pacTe 9 NeT NoABUANCH Xanobbl Ha Nonuanncuio,
CHUXKeHMe Maccbl Tena. mukemma 9 mmonb/n. HbA1c 6,7%, rnmkemna HaTowak 6,65 monb/n, yepes 1y
nocne 3asTpaka — 11,56 MMOb/N, ypOBEHb UHCY/IMHA COOTBETCTBEHHO 63.5 1 139 MKEA/MN. MIHAeKCbI
Caro 0,1 (N >0,3), HOMA 18,77 (N <3?) cBMAeTeNbCTBOBANN O HANIMYNMN MHCYTMHOPE3NCTEHTHOCTU (UP).
AT K GAD, I1A-2, ICA, IAA He o6HapyxeHbl. BbisiBneHa mykpoanbbymmHypus go 67,0 mr/n. Mpwu Y3W: B na-
peHxMMe NPaBol MOYKN — aBaCKyAPHbIE BKIIIOUYEHWs HenpaBunbHon Gopmbl. Mpu MonekynsapHo-re-
HeTNUYECKOM UCCNeOBaHNM BbiSBIEHA NaToreHHasA MyTauwvs B reHe HNF1[3, reTepo3nroTHbIi BapuaHT:
.54, >T:p/R181X (MODY 5). flensietca HoHceHC-MyTauveit. Mpu o6cnegosaHumn poguTeneil u bpata ae-
BOUKYI yNIOMAHYTOI MyTaLuu He o6HapyxeHo. B Bospacte 11 neT: HbA, 7,17%; npu Y3W: ouaru B napeH-
Xmme obenx noyek 3.5-8 mm. Mo pesynbratam CKT 3a6piolLHHOIO NPOCTPaHCTBa: B NpoeKuun obemnx
royeK BU3yanmn3npyroTCa o4arn C YeTKUMM KOHTYpamu, oT 4 Ao 13 Mm B ana-meTpe. CTpyKTypa nogxe-
JYAOYHOW Xene3bl HeOJHOPOAHA 3a CYET MHOXKECTBEHHbIX 04aroB B NPoeKLuy ronoBku. HacneacteeH-
HocTb no C[1 1 noyeyHon naTtonorum He otarouleHa. OTel, MaTb, CTapLwMn 6paT — 340POBbI, MyTaLuUn
B reHe HNF1b He BbIfiBNeHoO.

Mpun obcneposaHumn B SHL B Bo3pacTe 11 net: pocT: 166,1 cm, SDS: 2,42, UMT: 21,2 Kr/m?,
SDS UMT: 1,16. MNopaKoXHOXNPOBan KiieTyaTKa: pa3BuTa M36bITOYHO, pacrpefeneHa paBHOMEPHO.
Monosoe pasenTre: TaHHep 2 cT. (B3, P3, Me abs). HbA, — 8,1%. Mpoba ¢ xngKknm 3aBTpakom: rmke-
mua (Mmonb/n): 0'— 7,89, 60' — 11,4, 120° — 10,93; nHcynuH (MKME/mn) — 0’ — 26,03, 60’ — 98,58,
120" — 80,47. inarHocTmpoBaHa MHCyNUHope3ucteHTHocTb (MP) — nHaekc HOMA 9,13 npu Hopme
<3,2. UIHnyunpoBaHa Tepanusa 6uryaHugamm no 500 mr 2 p/cyT, HazHayeHbl UHrn6uTopbl AM® (SHan)
B fo3mpoBke 1,25 Mr/cyT.
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B 12 net: HbAk 8,1%, Npoba C >KgKUm 3aBTPakoMm: HapacTaHue rmukemuu: 0'— 7,74, 60' — 15,05,
120’ — 14,48 MMOnNb/N; CHMXeHWe cekpeummn uHcynmHa: 0'— 11,13, 60'— 105,8, 120" — 42,54 MKME/mn;
cHuxeHne nHaekcos NP (HOMA 3,83). Mo pesynbtatam KIISMI-tecta: M-nHaekc 3,45 Mr/Kr/MUH co-
OTBETCTBYET YMEPEHHOMY CHVKEHMIO UyBCTBUTENIbHOCTY K MHCYNNHY. IHULMpOBaHa MHCynHoTepa-
nna — Maprux 5E0 (0,1 EA/Kr/cyT).

3AKJTIOMEHME. OnucaHHbIN Cyyail fieMoHCTprpyeT peakyto dopmy MODY5: coueTaHre nopaxe-
HuA nouek ¢ Cll. C — HeayToUMMYyHHBIA, C VP, 6bICTPbIM MCTOLLEHNEM MHCYNAPHOrO annapata, AoCTa-
TOYHO CTabUNbHbIM TeYeHVEeM ArabeTa C HU3KOW NOTPEOHOCTbIO B UHCYNIMHE.

MyTauma c.54, >T:p/R181X B rene HNF1B onucaHa paHee, HO 3TO NePBbIN Clyyait MaHMbecTaLn
C/1 B coueTaHUV C MONMKMCTO30M Moyek B AETCKOM Bo3pacTe. Mbl Tak»Ke He BCTPeTWN CllyyaeB Nopo6-
HOW MyTaLumn de novo B BOCTYMHON Ham nutepatype. Oco6eHHOCTbIO AaHHOTO HabnoAeHNA ABNAETCA
TaKXe Hanunuue Bbipa)KeHHON WP, reHe3 KOTOPOro NoKa HeAcCeH.

Y nauneHToB ¢ MODY5 pekomeHzoBaHO npoBefeHve Y3U noyek, npy Hanmymm Natonornu, Kaxable
3-5 neT, onpepeneHve ypoBHs KpeaTrHUHA U CKOPOCTY KiybouKoBol GpunbTpaunm exxerogHo. Ecnn C11
He MaHudecTUpoBan, TpebyeTca exerogHoe ornpeaeneHne ypoBHA MVMKUPOBAHHOIO remornobuHa.
Tak»Ke peKOMeHA0BaHO onpefesieHVie YpOBHA MarHuaA B niasme, ne4yeHoUHbIX GepMeHTOB, anbOymunHa,
6unMpybrHa, anacTasbl U ypaToB B MOYE.

.
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KNWHUKO-AHAMHECTUYECKUE OCOBEHHOCTU KETOALIMAO3A Y AETEN
C CAXAPHbIM AUABETOM 1 TUNA

0.B. KucenbHukosa', 0.B. MakuHa', B.B. Tys? E.B. LLleapoBa?

'OrbOY BO «fApocnasckuli 2ocydapcmeseHHbIl MeOUYUHCKUl yHusepcumem» MuHz0pasa Poccuu,
2[bY3 A0 «O6nacmHas 0emckas KnuHu4eckas 60eHUYa», Apocnass, Poccus

BBEAEHME. YacToTa KkeToaumao3sa y feTei ¢ caxapHbiM ArabeTom, Kak Npv nepBuUYHoON 3abonesa-
eMOCTH, TaK 1 y fleTell co cTaxkeM AnabeTa, ocTaeTcA OffHON 13 Hauboree akTyasbHbIX Npobiem.

LENb. N3yunTb KNMHUKO-aHaMHECTUYEeCKe OCOOeHHOCTM AnabeTnyeckoro ketoauuposa (OKA)
y AeTeli C onpeaeneHnem BO3MOXHbIX GaKTOPOB pUcKa.

PE3VJIbTATbI. MpoBefeH peTpocneKTVBHbIN aHanu3 81 nctopun 6onesHn feTen C caxapHbiM
aunabetom (C) 1 Tuna B Bo3pacTe oT 11 mecsiues roga ao 18 net (cpegHuin Bospact — 9,3+0,5 ropga),
rocnutanu3npoBaHHbIx B coctoaHum KA B O[KB r. Apocnasns 3a nepuog 2017-2018 rr. YuntbiBanucb
AaHHble aHaMHe3a W3HU 11 3a6051eBaHNA; OLleHNBANMCh JaHHbIE KIIMHNYECKOro, TabopaToPHO-UHCTPY-
MeHTaJIbHOro 06cnefjoBaHNA, NPOBeAEHNEe PeaHMaLMOHHbIX MEPONPUATII Ha AOTOCMUTANIbHOM U Fo-
CMMTasbHOM 3Tanax.

B xope nccnepoBaHmA He 6bI10 MOTyYeHO reHAePHbIX pasnnyuii. Yalle KeToauuaoTMyeckoe cocTo-
AHMEe pa3BUBaNy LWKONbHWKM (B 56 (70%) cnyyasx).

He BbIABNEHO [OCTOBEPHOW Pa3HULIbl y rOCNUTaNM3NPOBaHHbIX AeTel ¢ [JKA B ycnoBuax NpoxumBa-
HWA (COOTHOLLEHME XuTenel ropofa 1 cena coctaBusio 47% npotme 53%). Mpu atom, 1/3 obcnesyembix
[eTel BOCMUTbIBAIOTCA B YCNIOBMAX HEMOTHOW CeMbU.

Y 42 (52%) nauneHToB C KeToaumposom C[1 6b1 AuarHOCTUPOBaH BrnepBble. [AMTeNbHOCTb 3a-
6oneBaHVA y eTell, rocn1TanmM3npoBaHHbIX NOBTOpHO no nosopy CA1 Konebanacb oT 4-x mecALeB
1o 11 net (cpepHsAsa NPOJOMKNTENbHOCTL 60ne3Hn 5,5+1,5 ne). MNpur 3Tom, cTax 3aboneBaHus o 5 net
nmenm 20 (52%), ctapiue 5 net — 19 (49%).

BospacT maHndpecTaummn npefcTaBneH cnepyllmnmM ob6pasom: caxapHbiM AvabeTom B Bo3pacTe
[0 3-x net 3abonenn 14 (17%) getei, B Bo3pacTe OT 3 o 7 neT: 36 (44%), o1 7 po 12-22 (27%), nogpocT-
K1 coctaBunu rpynmny u3 9 (12%) 3abonesLumx.

Bce uccneayemble aeTy MeNnn HeyaOBNETBOPUTENbHYIO CTeneHb komneHcauun (HbA, pernctpu-
poBasnca B 3HaueHuax ot 7,3% po 18%, meanaHa coctasuna 12,5+4,5%).

B 6onee nonosuHe cnyyaes y geteii ¢ C11, noCcTynyBLUMX NOBTOPHO, IMENW MECTO MUKPOCOCYAU-
CTble OCNOXXHEHNA B Bufe AnabeTnyeckon HemponaTuy; y 2 oTMeyeHa Takke peTMHONaTHA, Y OAHOro —
HedponaTus.

He BbiABNeHa pa3HuLa B NpMMEHeHUN BUAa MHCYNIMHOB: C oanHaKkoBon Yyactoton [IKA peructpu-
poBancay aeTei, NoyyaBLUMX B Ka4eCTBe MPOIOHMMPOBAaHHOIO MHCYIMHA AerioAeK unv rnaprvH. Mpm
3TOM BVA MHCYVHOTEepanuy 3Haunmmo BamAn Ha passutne KA. Mo pesynbratam nccnefoBaHus, TONbKO
OAVIH YenoBeK NOCTYMNWI C AeKOMMeHCcaLMell, NCMofb3yA HenpepbiBHYO MOAKOXHYIO MHOY3UI0 MHCYNN-
Ha, B OCTaJIbHbIX CJTy4asnX BBeeHNE UHCYIMHA OblNIO TPAANLIMOHHBIM MyTeM C MOMOLLbIO LWMPUL-PYYekK.

AHanu3 KNMHUYEeCKX NPOABIEHNI NOKa3aJl, YTO OCHOBHbIMM »Kanobamu ABAANNCH: Xaxaa B 100%
cnyyasx; 601 B XKM1BOTE, TOWHOTA U pBOTa B 57%, noxyaeHue B 19%; BANOCTb, HEPBO3HOCTb, MAKCK-
BOCTb B 9%.

[lnnTenbHOCTb MepuoAaa C Havyana KNMHNYeCKNX NPOABEHUI A0 NOCTYNSIeHNA B CTaLMOHap y na-
LMeHTOB, BHOBb 3aboneBLunx, coctasuna ot 1 ao 3 Hea. MNposounpyowmumm gaktopamm passutma KA
y AeTell ABUINCD: HapyLUEHWe peXxnma MHCynnHoTepanun — y 30%, rpyboe HapylleHue aneTbl —
y 37%, OTCYTCTBME AO/MKHOTO CAMOKOHTPONsA y AeTell — y 29% MnaLneHToB, pecnupaTopHble NHdeK-
unn —y 4% peten.

BonbwmHcTBO feTen (83%) ¢ KeToaLMAO30M MOCTYNann B TAXKENOM COCTOAHWMN B YCNOBUAX CKO-
poii MeauLMHCKoOW nomoluu. [Npn 3Tom neyeHune B yCNOBMAX PeaHMMaLMOHHOIO OTAeNIeHA NosyyYanm
58 (72%) nauuneHTOoB, rae HaXo[UINCh B CpeAHeM — 2 AHSA, MoJyyas MHQY3MOHHYI0 Tepanuio U NHCYNN-
HoTepanuio.
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BbIBO/Abl. Takum 06pa3zom, B 6onbwmHcTBe cnyyaeB [JKA pa3BrBaeTcs B LUKObHOM BO3pacTe,
YTO, BEPOATHO, CBA3aHO C Hosee caMoCToATeNIbHbIM 06Pa3oM un3Hu pebeHka ¢ C[l. Hemanbiin BKnag
B pa3BMTME JAaHHOTO COCTOAHMSA BHOCUT M COUManbHbI/ CTaTyC pebeHKa (HenonHas cembs). OgHUM
U3 YCNIOBUI Pa3sBUTMA KeToaunAo3a ABNIAETCA XPOHMYECKasa Hey[oBIeTBOpUTENIbHAA KOMMNeHcaums
yrneesopHoro obmeHa y feteii. [pn 3Tom JaHHOE OC/IOKHEHVE BO3HUKAET pexe y AeTell C UHCYTMHO-
BOW «MOMMO».

OCHOBHbIMK «Tpurrepamm» passutua KA aBnA0TCA: HEBbIMOHEHME AUETbI, HecobnoheHue pe-
XKUMa UHCYNIMHOTEPanun 1 OTCYTCTBME [OMKHOrO CaMOKOHTPONA y AeTel. Pe3ynbtaTbl npoBefeHHON
paboTbl onpefenaloT BaXXHOCTb 06yUYeHNA NaLMeHTOB U UX POAWTENEN, B TOM YKCIIE, B YCSIOBMAX 06pa-
30BaTesibHbIX Nporpamm «LLkonbl inabetay.

KJIIOYEBBIE CJTOBA: 0emu; caxapHeili Ouabem,; duabemuydeckuli Kemoayuoo3, UHCY/IUH.
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NMPOCNEKTUBHOE HABJIIOAATEJIbHOE NCCNIEAOBAHUE MPUMEHEHUA
CNCTEMbI FREESTYLE LIBRE Y AETEU C CAXAPHbIM IUABETOM MEPBOIO TUMA
B PEAJIbHOU NMPAKTUKE

O.H.NanTes, 4.10. CopokuH, U.A. EpemnHa, A.O. EmenbsaHoB, E.A. AHapuaHoBa, E.B. TutoBuy,
JNI.U. 3unb6epmaH, IH. CBeTtnosa, 0.b. be3nenkunHa
OrBY «HayuoHaneHeil MeAUYUHCKUU ucciedosamesnnbckuli YeHmp SHOOKPUHOI02UU»
MuH30pasa Poccuu, Mockea

BBEJEHMUE. Mo gaHHbIM defepanbHOro pernctpa caxapHoro guabeta (C[l) Ha aHBapb 2017 T.
Tonbko 16-21% peteit o 18 net ¢ CA 1 Tuna (CA1) focTuraioT KoMMneHcauuy 06MeHHbIX NPOLeccoB
(FnKnpoBaHHbI remornobun, HbA, , <7%). OgHUMN U3 NPUYMH, 3aTPYAHAIOWMMM KOMMEHCaUWIo, AB-
NATCA HEOHXOAMMOCTb YaCcTOro TPAANLNOHHOTO CAMOCTOATENIbHOTO KOHTPONSA rtoko3bl KpoBu (CKIK)
C MOMOLLbIO IOMALLHETO TIIOKOMETpa 1 CTpax runorankemum. icnonb3oBaHne cMcteM MOHUTOPUWHIa
TMIOKO3bl MO3BOJIAET YNPOCTUTb KOHTPOJIb F1IOKO3bl KPOBU 11 NPOBOANTL CBOEBPEMEHHYIO nMpodunak-
TUKY FUMNOIIMKeMUN.

LIEN1Ib: Onpepenutb BnnaHne ¢pnew-moHUTopuHra rnokosbl (OMr) FreeStyle Libre Ha rnvkemnye-
CKWIn KOHTponb feTen ¢ C[1 1-oro Tvna B aMbynaTopHbIX YCIOBUAX.

MATEPUAJbI U METOADI: 140 petenn ¢ C[] 1-oro Tna ot 4 go 18 net (cpepHnin Bo3pact 11,6 nert,
CpefHAA NPOAOIIKUTENIbHOCTb AnabeTa 4,9 net), ncnonb3yowme TpagmumoHHbin CKIK. CpegHuid ypo-
BeHb HbA, 8,13%. [nntenbHocTb ambynatopHoro HabniopeHus B OIBY «<HMULL sHaoKpuHOnornm»
MuH3ppaBa Poccun — 24 Hepi, B pamKax KOTOPOro npoBeAeHo 7 ambynaTopHbIX BU3UTOB (pa3 B 4 Hep)
C koHTponeM HbA, Ha 1, 4 u 7 Busutax. KnuHnyeckas 3¢GeKTMBHOCTb OLeHMBaNach no AvHammke
nokasaTenein rmmKeMUYeCcKoro KOHTPOSA: Bpema B AuanasoHax 3,9-10,0 mmonb/n, >10,0 mmonb/n
u <3,9 mmonb/n, HbA , yactota ucnonbsosanua CKIK. C nomolybio onpoca oueHnBanoch yRobcTo
1 yAOBNETBOPEHHOCTb NpumeHeHna OMI.

PE3YJIbTATbI. Yepes 12 Hep ncnonb3oBaHua OMT FreeStyle Libre otmeuanoch ctatuctuyecku
3Haunmoe cHuxeHue yposHa HbA, ¢ 8,13% fo 7,74% (p<0,05); Ha 24 Hepene CpefHU KOHEYHbI
yposeHb HbA, coctasun 7,72% (p<0,05). Mo CpaBHEHMIO CO BTOPbIM BU3UTOM, K CEibMOMY BU3N-
Ty BpemA B LeneBoM AmanasoHe (ot 3,9 go 10 mmonb/n) 3Haummo (p<0,05) yBennuunocb ¢ 13,1 y
A0 14,9 U Npw napannenbHOM YMeHbLUEHVN BPEMEHW BbilLe LieNeBOro AranasoHa (6onee 10 Mmonb/n)
€9,7 4 go 7,8 4; BpeMsA HUXe LieNneBoro AranasoHa (MeHee 3,9 MMosb/n) octanocb 6e3 n3meHeHnin —
1,2-1,3 y, yTo B CpefHeM cocTaBnAeT 2-3 rMNOrANKEMUYECKNX ABNEHWA B Heaento. Taxenble runo-
ravkemMmnn He 6binn 3apukcmpoBaHbl. Yactota TpagmumoHHoro CKIK 3Haummo (p<0,05) cHusmnaco
c 8,8 pa3 B cyTku (0o Hauana mcrnonb3oBaHua OMI) 6onee yem B 5 pas, fo 1,7 n 1,5 pa3 B cyTKu
Ha 12 n 24 Hefenax COOTBETCTBEHHO. pun 3ToM Ha 12 1 24 HepenAx CpeAHAA YacToTa CKaHUPOBAHUN
OMT B cyTKM cocTaBuna 17 n 15 pas cootBeTcTBeHHO. [10 AaHHbIM onpoca, 6onee 75% peTeli 1 bonee
85% popauTeneil He NCMbITbIBaNN NPo6Mem C eXkeAHEBHbIM NONIb30BaHNeEM cucTeMbl. bonee 85% peten
1 80% popwnTeneit xotenu 6bl NpofoMXKMTb ncnonb3osatb OMI FreeStyle Libre n pekomeHgosanu 6bl
ero apyrum ntogam ¢ CJ] 1-oro tuna.

BbIBOAbl: ucnonbsosaHvne OMI y geteir ¢ C/1 1-oro Tuna okasbiBaeT NONOXKNUTENbHOE BANAHNE
Ha NOKa3aTe/In IMMKeMNYECKOTO KOHTPONIA: BpemaA B AnanasoHax n HbA, . MpumereHne FreeStyle Libre
MO3BONAET CYLECTBEHHO COKPaTUTb HEOOXOAMMOCTb TpaanumoHHoro CKIK, He NpuBOAA K yXyALWEHNIO
FNINKEMUYECKOrO KOHTPOMA N OCTPbIX OcoXHeHn CL.

KJIIOYEBbIE CJTOBA: caxapHsili duabem; 0emu; MOHUMOpPUH2 2/1I0K03bl Kposu; FreeStyle Libre.
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TENEMEAVWLUWNHCKOE HABJIIOAEHUE NOAPOCTKOB C CAXAPHbIM ANABETOM
MEPBOIo TUNA C UCNOJIb3OBAHUEM MOBWUJIbHOTIO NMPUNOXEHUA
ONETOUCH REVEAL

O.H.NanTes, A.10. CopokuH, E.M. PomaHeHKoBa, U.A. EpemuHa, O.b. BesnenkuHa

OrbY «HayuoHanbHeIl MedUyUHCKUU ucciedosamesnsbckuli yeHmp 3HOOKpuHonozuu» MuHzopasa
Poccuu, Mocksa

BBEAEHME. Mo faHHbIM defiepanbHOro perncrpa caxapHoro gvateta (CA) Ha 01.01.2017 roga
uncno noppocTkos ¢ CA 1 tmna (CA1) coctanaeT 221,7 Ha 100 TbiC. NTOAPOCTKOBOrO HaceneHus, npu
3TOM TONbKO 16% M3 HNX JOCTUraIOT LieNeBbIX NoKasaTenei yrneBogHoro oomeHa (FMMKMpPOBaHHbIN re-
morno6uH (HbA, ) <7%). HegocTaTouHas KOMNeHcaUmsa yBennunBaeT PUCK Pa3BUTUSA OCTPbIX U XPOHM-
Yyeckumx ocnoxHeHnn Cll 1 cBA3aHa B JaHHOW BO3PACTHOW rpyrnne C akTUBHbIM NOMOBbIM Pa3BUTUEM,
COMPOBOXAALIMMCA GMONTOTMUYECKUMN 1 NCUXOCOLMANBbHBIMA U3MEeHeHUAMU. Pa3BrTe MOBMITbHBIX
TEXHOMOIMIA MNO3BONSIET BPayaM AUCTaHUMOHHO HabnogaTh NnaumMeHTa N CBOEBPEMEHHO KOPPEKTMPO-
BaTb Tepanuio, NoBbiLas yAo6CcTBO U JOCTYNHOCTb MeANLIMHCKON MOMOLLM.

LLEJ1b — oueHunTb 3pdeKTMBHOCTD MeanLMHCKON nomolm nogpoctkam ¢ C[11 ¢ nprmeHeHvem Mo-
6unbHoro npunoxexHna OneTouch Reveal.

MATEPUAJbI U METOADbI. 50 peteit ¢ CA1 ot 14 po 17 neT, cpepHuin Bo3pact 16,1 ropg,
54% peBylueK, CPeAHAA NPOAOSIXKNTENbHOCTb AnabeTta 7,2 roga. 72% NoApOCTKOB MCMONb30Banu
MHOXeCTBEeHHbIe UHbEKLMN UHCYNNHA, 28% — HenpepbiBHY0 NOAKOXHYI0 MHOY3MI0 MHCYNUHa. Ha-
6niofeHvie npoBoANnoch B 12 nccnepoBatenbckux LeHTpax Mockebl 1 MockoBckon obnacTtu. Anu-
TeNIbHOCTb aMbynaTopHOro HabnogeHna — 26 Hepf € 4 OYHbIMU U 4 ANCTAHUMOHHBIMW BU3UTaMU.
KoHTponb rnukeMumn ocylecTBAANCA C MOMOLLbIO AoMallHero riaokomeTpa OneTouch Select Plus
Flex, co3gaHvne oT4eTOB C NOMOLb0 MO6GUNbHOro npunoxeHua OneTouch Reveal. KnuHnueckas
3¢ PeKTUBHOCTL OLeHMBaNnacb NO AMHAMUKE MoKa3saTeslel rMMKeMNYeckoro KoOHTpona:% mnsmepe-
HUW rMnKeMnmn B AnanasoHax 3,9-10,0 mmonb/n, >10,0 mmonb/n n <3,9 mmonb/n, HbAk (ncxonHo,
12 1 24 Hepens). C noMoOLLbo ONPOCa OLEHMNBaNOCh yao6CTBO 1 yA0BNETBOPEHHOCTb ANCTAHLMOH-
Horo HabnoaeHus.

PE3YJIbTATbI: uepe3 12 Hep AMCTaHUMOHHOIO HAabNIOAEHWS OTMEYaNochb CTaTUCTNYECKUN 3Hauu-
moe cHKeHve yposHa HbA, ¢ 8,49% no 8,06% (p<0,05); KoHeuHbIl yposeHb HbA, coctasun 7,99%
(p<0,05). V3mepeHnii rMrkemmn B LeneBom AuanasoHe (3,9-10 mmonb/n) yBenuuunocb ¢ 50,92%
10 53,38% 1 55,04% (p<0,05) K 12 n 24 Hepene, COOTBETCTBEHHO, NPV NapanienbHOM CHUXEHUN N3Me-
peHVI rKeMnn BbliLLe LiesieBoro AranasoHa (>10,0 mmonb/n) ¢ 41,27% B Havane, 1 Ao 38,53% K KoHLy
HabnoaeHVs. VamepeHunin mukemMmumn Hxke LeneBoro AmanasoHa (<3,9 Mmonb/n) cHM3nnoch ¢ 7,59%
[0 6,48%. CpeaHAA NPOAOMIKNTENBHOCTD TeNleMeANLMHCKON KOHCYbTaummn coctasnana 16,1 MUHYTbI,
52,9% npoBefieHO B popmaTe ayano- U BUAEOCBSA3N.

Onpoc Bpayeii noka3sasn, uto 6onee KOMGOPTHLIM ANA 06CyKAeHMA Bonpocos ynpasneHusa CI sas-
NAETCA OYHbIN Npuem (67%), OfHaKO ANCTAHLMOHHAA KOHCYNbTalMA MeeT NPenMyLLecTBo B BUAe Obl-
CTpoii cBA3N (78%). 67% Bpaueit XoTenu 6bl NPOAOIIXKUTL NPOBOANTL ANCTAHLVOHHbBIE KOHCYNbTaLMN.

Onpoc NoapoCTKOB NoKasas, YTo 67% cUMTaloT, YTO yNyyLLMAN CBOU 3HaHWA No ynpasneHuto Cl
1 CBOI MINKEMMNYECKMIN KOHTPOJb B6narofaps yyacTuio B JaHHOW nporpamme. 96% nofpocTKoB pac-
CMaTPUBAIOT AUCTaHLUMOHHbIE KOHCYNbTauun YAO6HbIM U ObICTPbIM CMOCOBOM KOHCYNbTUPOBAHMS,
a 85% xoTenu 6bl NPOAOCIKNTL ANCTAHLMOHHOE HabNoAeHe U peKOMeHoBanu bbl €ro ApyrumM nog-
poctkam c CA1.

BbIBO/bl: B fononHeHne K TpaANLMOHHOMY HabMioAeHWI0, UICMONb30BaHVe MOOGWIBHOTO NPUIIO-
XKeHUs ABNAETCA YAOOHbIM A Bpayell 1 NaLUeHTOB MHCTPYMEHTOM AMCTaHLUOHHOIO MOHUTOPUHIa
noapocTtkoB ¢ CL11, cnocobcTByA ynyyLleHWio NoKa3aTenel MMKeMUYeCckoro KOHTPOS.

KJ/IIOYEBBIE CJIOBA: caxapHbili Ouabem; Odemu; mesnemMeOUYUHA; OUCMAHUUOHHOE HabodeHue;
OneTouch Reveal.
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OLIEHKA KAYECTBA XXWU3HW AETEW AOLKOJIbHOIO BO3PACTA,
BOJIbHbIX CAXAPHbIM AMABETOM 1 TUNA

WN.J1. HukntnHa, U.A. KenbmaHcoH, A.B. MaBnoB

Kagpeopa demckux 6one3Heli uHCMmumyma meouyuHcko20 obpazosarus OIbY HMUL um. B.A.Anmasoea,
CaHkm-[lemepbype

Komnnekc neuebHo-AnarHoCTMUECKMX MEPONPUATUI Y AieTel JOLWKONbHOro BO3pacTa C UarHoCTu-
POBaHHbIM CaxapHbiM AnabeTom 1 TNa NpeAnonaraeT akTYBHOE y4YacTe CaMUX NMaLMeHTOB U YneHoB
CeMbM, YTO OTpaXkaeTCA Ha OLeHKax MoKasaTesiell KauecTBa XM3HK, CBA3aHHOro co 3p0poBbem. Mpun
3TOM CyOBEKTMBHOE BOCMPUATME AETbMU 1 UX PORUTENSMM KaueCcTBa »KU3HM MOXET Pas3finyaTbCs, 4To
TpebyeT cBOEro yyeta Npy oNTVMM3aLIMM BeeHUA TaKkMX NaumeHToB. HefoctaTouHan n3yyeHHOCTb AaH-
HOro BOMpOCa Nocny»unna 0CHOBaHEM 1A NPOBeAeHNA HAaCTOALLEero NccnefoBaHuA.

MNALMUEHTbI N METOADbI. O6cneposaHbl 35 cyyaitHo oTobGpaHHbIX AeTten 4-6 net (19 manbuu-
KOB, 16 jeBOYeK) C YCTaHOB/IEHHBIM MAarHO30M CaxapHbiii AvabeT 1 Tina, HaxoAMBLUMXCA Ha obcnepo-
BaHWU U NIeYeHN B JETCKOM neyebHo-peabunutaynoHHom komnnekce Or6Y HMULL nm. B.A.Anmasosa
B 2020-2021 rr. Ctax 3aboneBaHus coctasnsan ot 1 roga go 5 net (B cpegHem 2 ropa). Y 19 nauneHToB
Ha MOMEHT rocnuTanu3auuy 6bin AOCTUrHYT KOHTPOSb MMnKeMun (YPOBEHb MMNKMPOBAHHOFO reMoro-
6viHa MeHee 7%). Y 13 nauyeHTOB MHCYNIMHOTEPanys OCYLLEeCTBAANACh C UCMONb30BaHNEM UHCYNIMHOBOW
nomnbl, y 22 — TpaguLMOHHbIM BBEileHMEM NPenapaToB NHCYNMHa. [leTAm 6bino NpeanoXeHo JaTtb oT-
BETbl HAa BONPOCHI, KacaloLmeca NX KayecTsa X13HWU, CBA3aHHOIO CO 3[0POBbeM, NCMOMNb3YA PYCCKOA3bIY-
Hyto Bepcuio onpocHuka KINDL ansi geten 3-6 net. Matepsam geteii 6b110 NPeanoXXeHo OTBETUTb Ha BO-
NPOChl «POAUTENBCKOV» BEPCUM TOTO e OMPOCHMKA, Kacalowmeca KavecTBa Xn3Hu pebeHka. [letckas
N poamnTeNbCKaa BEPCUM OMPOCHUKA NO3BONAIOT OLIEHUTb NOKasaTenn Gpuanyeckoro 1 sSMoLMoHanbHOro
6naronosnyuns, CamoOLIEHKM, CEMENHBIX OTHOLLEHWIA, OTHOLLEHUIA C APY3bAMY, EXXeQHEBHOTO GYHKLMO-
HVPOBaHWSA, BAMAHUA 3ab0NeBaHUA, a TakKKe CyMMapHble MoKasaTenn KadyecTsa »m3Hu no 100-6annb-
Hol wkKane. CtatncTyeckan ob6paboTKa AaHHbIX NMpeanonarana napHoe COMoCTaBleHNEe MoKa3aTenei
C OLIEHKOW [OCTOBEPHOCTY PasfNumnii Npu NOMoLLM Kputeprsa BUIKOKCOHa, Mpu 3TOM oCyLecTBAAnach
nonpaska Ha MHOXXeCTBEHHbIE CONOCTaBNEHUA. BbipaxkeHHOCTb 3ddeKTa oLeHMBanacb NPy NOMOLLM paH-
roBoro 6vicepuanbHoro KoapduumnerTta Koppenaumn. 3Hadenns 0,1, 0,3 1 0,5 COOTBETCTBOBANN Manow,
cpefHeli 1 60MbLION BbipaxeHHOCTH 3ddekTa. C Lenblo BbIABIEHUS BO3MOXHOIO MoanuLmpyoLero
BAVAHUA OTAENbHBIX KIMHUYECKMX U COoLManbHO-geMorpaduyeckmx XxapakTepucTvk Ha pasnnuma oue-
HOK, laBaeMblX eTbMM U NX MaTePAMM, NCMOSIb30BaANCA ANCNEPCUOHHDIN aHan3 MOBTOPHbIX M3MEePEeHUNA,
B KOTOPOM OLIeHKM AeTel 1 MaTepeil paccMaTpuBaMCh Kak MOBTOPHbIE U3MEPEHNA, @ MOTEHLMANbHBbI
mMoanduLmpytowmin GakTop BbICTyNan B Kayectse kodakTtopa (mixed model repeated measures ANOVA).
[locToBEpPHOCTb accoLmaumii oLeHBanacb Ha OCHoBe Kputepusa F, BbIpaXXeHHOCTb 3¢ deKTa oLeHMBanacb
Ha OCHOBe NapLManbHOro NokasaTens r]2 . 3HaueHuA 0,01, 0, 06 1 0,14 cooTBETCTBOBANN Manow, cpeaHen
1 60MbLIOV BbipaXKeHHOCTY 3ddeKTa. Micnonb3oBanachk NpvknagHas nporpamma JAMOVI 1.6.

PE3YJIbTATbI. MapHble conocTaBneHnA OTAENbHbIX LIKan ONPOCHMKA U CyMMapHbIX noKasaTtenen
npeAcTaBfieHbl B Tabn. 1. 3HauMMble pa3nunyKis Obin BbIABAEHDI MO LWKanam CyMMapPHOW OLIEHKM KauecTBa
XKV3HY, BINAHUA 3a60NeBaHMA Ha KaueCTBO »M3HU U BAUAHME SMOLMOHANbHOrO 61aronosyyms Ha Ka-
YeCTBO »M3HW. B CBA3U C 3TUM AanbHelwemy yrny6neHHOMY aHanu3y NOABEPFINCH UMEHHO 3TU LWKanbl.

BbisiBNEHbI CTaTUCTNYECKM [OCTOBEPHO Gosee HU3KME CyMMapHbIE OLIEHKM KauecTBa XKU3HU, AaBaeMble
LEeTbMY, NO CPABHEHUIO C OLIEHKaMWN MaTepeil. [IMCNepC1OHHbIN aHanmn3 He BbIABWN BMAHWA NOMa U BO3-
pacTa pebeHKa, BO3pacTa MaTepu, CTaxa 3aboneBaHus, HanMums CUOGNMHIOB Ha BbIABNEHHbIE pa3nuns. 3a-
PermcTpypoBaHHOCTbL Gpaka OKasbiBana MoagnduumpyoLlee BansHME Ha pasnuuus: F(1,33)=6,61, p=0,015,
nzp:0,167, 1 B LieNIOM AETU 1 MaTepu NPUBOAWIY Gosee BbICOKME MOKasaTeny B Clyyasx PerncTpupoBaH-
Horo 6paka. O6pa3oBaHVe MaTepy Takxe OKa3blBano moanduumpytowee sauaHue: F(1,33)=4,41, p=0,043,
n’,=0,118, Npuyem B cemMbsiX, [ae MaTb MMena Bbicliiee 06pa3oBaHIie, AETV 1 MaTePU OLIEHNBAN KaYecTBO
XKU3HU HIKE, YeM B Cllyyasx OTCYTCTBUA Y MaTepu BbiCluero obpasoBaHus. Moaudrumpytollee BIUAHE
OKa3blBaNn Crocob BBeAeHWA NpenapaTos nHcynuHa: F(1,33)=7,29, p=0,01 1,n2p=0,1 81 1 daKT JOCTVKeHNS
KoHTpona rmukemuu: F(1,33)=20,4, p < 0,001, r]2 =0,382. [leTv 1 nx MaTepu BblLLie OL|eHVBaNM KauecTBO »Kn3-
HW B CJTy4asnx NOMMNOBOro BBEAEHMA NHCYNIMHA 1 AOCTUMKEHWA KOHTPONA HIMKEMUN.
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Mo wKane BMsAHNA 3a60/1€BaHNA Ha KaUeCTBO XIM3HU BbISIBNIEHbI CTAaTUCTUYECKN JOCTOBEPHO 60-
fiee HU3KMe OLeHKM MaTepeli Mo CPaBHEHUIO C oLeHKamu cammx geteit. Mon n Bo3pacT pebeHka, Bo3-
pacT MaTepu, CTax 3aboneBaHus, Hannune CMBIMHIOB, a TaKXKe CEMENHBIN CTaTyC MaTepu He oKa3blBanu
[LOCTOBEPHOrO BVSAHUA Ha YKa3aHHble pa3nuuus. Moanduumpyollee BAMsHUE OKa3biBany 06pa3oBa-
Hue matepu: F(1,33)=6,51, p=0,016, n,,=0,165, nomnoBsoe BeeaeHue NHcynuHa: F(1,33)=8,37, p=0,007,
nz =0,202, pocTxeHue KoHTpons rnukemun: F(1,33)=15,4, p < 0,001, nz =0,318. leTn 1 maTepun AaBa-
11 Bbornee HU3KMe OLLEHKM B ClyYasx BbiCLLEro o6pa3oBaHuUs MmaTtepu, 6onee BbICOK/E — MPU UCMOMb30-
BaHVM NOMIMOBOW METOANKUN BBEAEHWA MHCYNIMHA U JOCTVXKEHUW KOHTPONA FNKEMUN.

Mo WwKane BAVAHUA SMOLMOHANbHOIO 61arononyuna Ha KauyecTBO »KU3HW BbIABNEHbI CTaTUCTNYe-
CKW JOCTOBEPHbIE Pas3nynsa Mexay oLeHKamy, JaBaeMbIMM CaMMM PeBEeHKOM 1 ero MaTepbio, MpUYem
6onee HM3KMe MokaszaTenu npvBoguan getu. MNon, Bo3pacT pebeHKa, Hanuune CMBANHIOB, BO3pacT
MaTepw, CTaxk 3aboneBaHus, cnocob BBeAeHNA MHCYNIMHA, CeMeHOe MOSTIOXKeHNe MaTepu JOCTOBEPHO
He BAVANN Ha BbisiBNIeHHble 3aKoHOMepHocTU. Obpa3oBaHMe MaTepu OKa3biBano moauduumpyiolee
BAVUAHME Ha BbIABNEHHYIO accoumauuio: F(1,33)=12,8, p=0,001, n?,,=0,279, npuyem MaTepy C BbICLINM
obpa3oBaHMeM ¥ UX feTn fJaBann 6onee HU3KME OLEHKM 3MOLMOHanbHoro 6narononyuus. Moau-
duumpyloulee BNMsHWE OKa3biBan U GaKT JOCTUXKEHUA KOHTpons rmukemum: F(1,33)=5,79, p=0,022,
nzp:0,149, U B Clyyasx JOCTVXKEHUA KOHTPONA MVKeMUI NoKasaTenu 6binn 6onee BbICOKUMU.

3AKJTIOMEHUE. Matepu feTeli AOLWKONbHOrO BO3pacTa ¢ ANAarHOCTMPOBAHHbBIM CaxapHbIM Avabe-
TOM 1 TUMa CKNIOHHbI AaBaTb 6osee NeCCMMMCTAYHbIE OLIEHKU KauecTBa X13HY pebeHKa B Lie/IOM U OLeH-
KW BIMAHMA 3a60M1€BaHNA Ha KauyecTBO XM3HU pebeHKa No CpaBHEHUIO C camMMK AeTbmu. HanpoTus,
OTMEYaeTCA HeOOLIEHKa »KEeHLUMHAMMN CTEMEHN SMOLIMOHANbHOro Hebnarononyunsa 6onbHOro pebeHka
Mo CpaBHEHUIO C OLileHKaMy caMux feTel. Ha yKa3aHHble 3aKOHOMEPHOCTY OKa3blBaeT MoamduumpytoLiee
BMAIHVE 06Pa30BaHVe MaTEPU, CEMENHOE NOJIOXKEHNE, a TaKXKe CNocob BBeAEHNA NpenapaToB NHCYIMHA
N JOCTUKEHME KIMHNYECKOro 3ddeKTa B BUAE KOHTPONA MMUKeMUN. BbiiBNeHHble 3aKOHOMEPHOCTM Tpe-
6yI0T yueTa AN onTMm3aLun neyebHom paboTbl C NaLMeHTamMy 1, HECOMHEHHO, JOMMKHbI ObITb MPUHATDI
BO BHMMaHVe Npv NiaHUPOBaHNN MHAUBMAYaSIbHbIX MPOrPaMM 3aHATUI B LUKOJIE CaxapHOro AnabeTa.

Ta6nuua 1. ConocTaBneHvie CyMMapHbIX 1 OTAENbHbIX MOKa3aTenemn kauecTsa XusHu no onpocHuky KINDL, paBaembix
cammmm aeTbmm 1 nx matepamun. CpeaHee (cpefHeKBaApaTnyeckoe OTKNOHEHNE), MearaHa [MUHUManbHoe 1 Makcu-
ManbHoe 3HaueHNA]. ’KNUpHbIM LIPUGTOM BblENEHbI CTaTUCTUYECKUN AOCTOBEPHBIE Pa3NNUKA.

Bbipa)keHHOCTb

p p adpdekTa
Likana KINDL o"LeT:Kﬁ“ n(n):reem(eg (KpuTepuin Koppuru- (paHroBas
A P BunkokcoHa W) poBaHHOe 6GucepmnanbHasa
Koppenauus)

62,9(23,9 40,7(11,4)

KINDL cymmapHo 69,4 [25-92] 42,1[26-55] < 0,001 0,007 0,886
$;Er:sgtiomi)osame 7655f(2)5(3¥’093] 5565@8(?’699)] 0,031 0,055 0424
uowoumos 29099 708 0wy oo asio
CamooLieHKa B G A 0,072 0,102 0,349
Cembn 775265(3‘1);)%] 3&310{29(1}’028] 0,112 0,132 0,333
[ipy3ba T A, 0,558 0,564 0,126
e oposane Do tob e3aos 0788 0,696 0,058
3a6onesaHme 23.2(303)  420(238) 0,019 0,045 0,454

53[0-100]  42[4-88]
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MNOJIHO3K3OMHOE CEKBEHWUPOBAHUE KAK KAHECTBEHHO HOBbI
MNEPCOHAJIM3UPOBAHHbIN NOAXOA K ANATHOCTUKE HEMMMYHHbIX ®OPM
CAXAPHOIo AUABETA

P.A. Hekpacos, A.C. DunbKkoBa, JI1.U. 3unbb6epman, [I.H. lanTtes, O.b. be3nenkunHa, B.A. NeTepkoBa
OrbY «HMWL| sHOokpuHonozuu» M3 PO, Mocksa

LLENIb. MNpoaHanu3mpoBaTb faHHble CEMENHOro aHamMHe3a, KNVHUKO-NabopaTopHble NokasaTtenu,
MMMYHOJIOTYecKne MapKepbl ayTOMMMYHHOIO caxapHoro avabeta (cneuuduueckne naHkpeaTuye-
CKUWe ayToaHTuTena), pe3ynbTaTbl, NONyYeHHbIe MPY NPOBEAEHUN NOMHO3K30MHOMO CEKBEHUPOBaHNA

MATEPUAJbl U METOAbI. AytoaHtutena (GAD, ZnT8, 1A-2, ICA) nccnepnoBaHbl NyTeM MMMYHO-
depmeHTHOro aHanmsa. MonekynapHo-reHeTUYeckoe MCcefoBaHne NPOBOAUNOCH METOAOM BbICO-
KOMPOMW3BOAMTENBHOIO MONYNPOBOLHUKOBOIO CEKBEHNPOBaHMA HoBOro nokoneHus (NGS) ¢ ncnonb-
30BaHMEM MaHenu reHoB (27 reHoB, accouyuvpoBaHHble ¢ Cll) lon Ampliseq 1 nonynpoBoaHMKOBOIrO
cekBeHaTopa PGM (lon Torrent), NONHO3K30MHOE CEKBEHMPOBaHVE NPOBOANIOCH Ha CeKBEHaTOpe BTO-
poro nokoneHus NextSeq550 (lllumina)

PE3YJIbTATbI. [leBouka, 12 neTt, HabniogaeTca B MHCTUTYTE AETCKON SHAOKpUHonorun ¢ 2017 T.
(c 9 neT). InarHoCTMKa HapyLleHus YrneBogHOro obmMeHa Nno MecTy xutenbcta — 2016 T. (B Bo3pac-
Te 8 fneT), NpoBeeHo onpeaenieHne MUKEMUN B CBA3W C OTATOLEHHOW HaCNeACTBEHHOCTbIO HaToWakK
7,2 MMonb/n. HacnepacTBeHHOCTb: y MaTepu pebeHKa Npu nepBoi 6epemeHHOCTM AnarHoctuposaH MCL,
B HacTosALee BPeMA HaXoANTCA Ha NHCynuHoTepanuu, HbA, — 6,1%; C[] anarHocTMpoBaH y ieayLiku
Mo oTLOBCKO KKK nocnie 60 neT (HbA, —HeunssecTeH, Tepanua NMCCM) vy npageaywWwKm No OTLOBCKON
nunHny (nocne 80 net, HbA, -HeunssecTeH, Tepanua MNCCM). Mpu ocmoTpe Bnepebie B OIBY HMUL| 3Hao-
KPUHOMOIMN 06BEKTUBHO: pocT 149,5 cm, SDS pocTa 1,484, Bec 50,2 Kr, MHAEKC Macchl Tena 22,4 Kr/m?,
SDS UIMT: 1,514. NMposeaeHo OI'TT (SHLL): rnukemua HaTowak 6,1 mmonb/n, uepes 14— 12,09 mmonb/n,
yepe3 24 — 10,19 mmonb/n, IPU HaTowak — 22,62 mkE/mn, uepe3 1 y — 67,55 mkE/mn, yepe3 2y —
95,15 MKE/mn (nHpekcbl MP: Matsuda 1,96, Karo 0,27, HOMA 6,13). Mo faHHbIM Y3W opraHoB 6ptoLHoi
nonocTu sxorpaduryeckne NpusHaKky XMpoBon anuctpodpun neyenHn. Y3 noyek — sxorpaduryeckme
NPM3HaKN yMEePEeHHON NUEeNOoKaNMKoSKTa3mm npaBoi noyku. Y3/ HagmnoyeyHUKoB U LMUTOBULHOW
Xenesbl 6e3 natonoruun. TUTP cneundmnyeckMx NaHKpeaTudecknx aytoaHtuten (GAD, ZnT8, IA-2, ICA)
He MOoBbILWEH. YUnTbIBasA AaHHble aHamMHe3a (Hanuyme OTAroWeHHON HacneACTBEHHOCTU MO ayTOCOM-
HO-AOMUHAHTHOMY TUMY, [INTENIBHO HEMpOrpeccupyioLlee TedeHre 3a6oneBaHus), OTCYTCTBME MOBbI-
LIeHNA TUTPa cneumduyecknx ayToaHTUTeS, COXPaHHON ceKpeunmn nHcynmHa n C-nenTtuaa, NpoBeaeHo
MONeKyNsIpHO-TeHeTUYeckoe uccnefoBaHve (naHenb «MoHoreHHble ¢GopMbl caxapHOro Auabetan),
Nno JaHHbIM KOTOPOro MaTofiorMyeckyt 3HaYMMbIX U3MEHEHU He BbisiBneHo. [py fanbHelnwem amoy-
JTaTOPHOM U1 CTaLMOHAapPHOM HabMOAEHUN YUNTbIBAsA POCT FMKeMUn Ao 8 MMonb/n ¢ nioHsa 2018 roga
Ha3HauyeH MeTdopmuH B fo3e 1000 Mr/cyT C nocnefyroLwmmM HapacTaH1em Jo3bl o 2000 mr/cyT (2020 T)
(Ha doHe oTMeHbI Tepanum MeTdpopMnHOM (B TeueHMe 3 iHel) ANarHoCTMPOBaH CaxapHblii Anabert (rnu-
Kemus yepes +120 MUH 13,5 MMOSb/N), B CBA3M C YeM Tepanuio peKoOMeHA0BaHO NPOLONIXKUTb). Takxe
YUUTbIBasA TMMNEPIMKEMIIO B HOYHbIE Yacbl, TEHAEHLMIO K POCTY YPOBHSA MUKMPOBAHHOTO reMornobu-
Ha — 7,6% naumeHTKe NpoBeAeHa NHTeHCUdUKaLMA Tepanum — UHCYNIMHOTepanua NPOIOHTMPOBaH-
HbIM UHCYNIHOM.

YunTbiBaa HETUNMYHOE TeyeHue, C Lefblo YTOUYHEHUA AMarHosa MNpoBeAeHO MOSTHOSK30MHOe
CeKBeHVpOBaHue, No pesysbratam kotoporo: B reHe ACADS (NM 000017.3) BbIABNEH reTepo3nroTHbIN
BapuvaHT c.815G>A:p.R272H (rs374726386; HGMD:CM067633). OnucaH; natoreHHbln. buannenbHble my-
Taumu reHa ACADS onucaHbl npu geduumTe KopoTkoLenoyeyHon auun-KoA-gernaporeHassl (OMIM
#201470). B reHe PTPN1 (NM 002827.4) BbifiBNEeH reTepo3nroTHbln BapmaHT ¢.1088+4A>G. He onucan;
NaToreHHOCTb: BapuaHT HeonpeaeneHHoN 3HauumocTy. OnucaHbl BapuaHTbl reHa PTPN1, cBA3aHHble
C NpeApacnoNioXeHHOCTbIO K MHCynnHopesucteHTHocT (OMIM *176885). B rene WFS1 (NM 006005.3)
BbIAB/IEH reTepo3UroTHbI BapuaHT €.2369C>T:p.S790L (rs369107336). MaToreHHOCTb: BEPOATHO AO-
6pokayecTBeHHbIiA. B reHe STX6 (NM 005819.6) BbISIBNIEH reTepo3nroTHbIN BapraHT c.694delC:p.R232fs

/
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(rs754692254) — noBpexpatoLlas feneumns co CABUrOM pamKy CUMTbiBaHWA. 3aboneBaHus, CBsi3aHHble
¢ pedektamu reHa STX6, He onmcaHbl. [10 gaHHBIM NUTepPaTypPbl, CUHTAKCUH—6 (STX6) HeobxoauMm anA
bYHKUMOHMPOBaHWSA MI0KO3HOro TpaHcnopTepa GLUT4, oT KOTOpOro 3aBUCUT BOCAPUMMUYUBOCTD Kiie-
TOK K MHcynuHy (PMID:24705014,12857877).

BbIBOJ. B HacTosALLee BpeMs Asisi MOCTaHOBKM TOYHOMO AMarHo3a TpebyeTcs npoBeaeHmne He ToMb-
KO PYTUHHBIX KJIMHVKO-abopaTOPHbIX UCCIEAOBAHUA, HO U crnieuuduyecknx MeTofoB MOJeKynsp-
HO-TeHeTNYeCKOro TeCTUPOBaHNA — METOL0B CEKBEHVMPOBAHUA HOBOIO NMOKOJIEHNA, KOTOpoe NoMoraeT
npenBuaeTb BEPOSATHOE KNMHUYECKOoe pa3BuTUe 3aboneBaHus 1 onpeaenuts Hambonee Noaxomsilyio
TaKTVKY BeAeHuA.

KJIIOYEBBIE CJTOBA: MoHoz2eHHbie hopmbi caxapHo20 duabemad; nepcoHanu3upo8aHHbIli N00X00; NOJIHO-
IK30MHOe cekgeHUpoBaHue.

.
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OCOBEHHOCTUW YIMEBOAHOIO OBMEHA Y NALUUMEHTOB C BPOXXAEHHbIMU
AHEMNAMMN

E.A.Mucapesa, 10.B. TuxoHoswuy, E.C. byrakoBa, A.B. Bute6ckas

KnuHuyeckuti uHcmumym demcko20 300poses um. .M. Qunamosa, OFAOY BO «[lepseiii MITMY
um. .M. CeueHosa», Mocksa

AKTYAJIbHOCTb. BpoxaeHHble aHeMn — 3To rpynmna 3aboneBaHuii, XxapakTepuUsyoLUXca ne-
perpysKkon »ene3om BCieAcTBMe TpaHCdy3noHHoM Tepanun. OpraHamn-MULEHAMUN NPU Neperpyske
xKenesom, ABMATCA MeyeHb, NoKeNy[oYHas xenesa, cepaue, runodus n gpyrme opratbl. Yactota
HapyLUeHW yrneBofHOro obmMeHa y AaHHOW rpynmbl NaLMeHTOB COCTaBNAeT (HapyLleHne TonepaHT-
HOCTU K rioKo3e Ao 24%, pa3BuTue caxapHoro avabeta fo 14%). OgHako OTMeYalTCc 0CO6eHHOCTH
TeUYeHUsA HapyLIEHWI YreBOAHOro obMeHa y AiaHHO rpy bl NaLMeHTOB. IMeloTCA TakKe 0COBeHHOCTM
AMArHOCTVKK, B YaCTHOCTY HEMH(POPMATUBHOCTb YPOBHA MIMKMPOBaHHOIO reMornobuHa. Umetowwmecs
0Cco6eHHOCTU 06yCNaBNMBalOT HEOOXOANMOCTb Pa3paboTKM YETKMX aiTOPUTMOB BeAE€HNS, ANArHOCTU-
KW 1 NeYyeHunsn B AaHHOW rpynne nauMeHToB.

LENIb — wu3yuntb OCOBEHHOCTU TeuyeHWs HapyLleHW YrneBoAHOro obmeHa Yy MaLlueHTOB
C BPOXAEHHbIMV aHEMUAMMU.

PE3YJIbTATbI. [leBouka 14 neT, Habnogalowwasncs remaTosioraMmm ¢ AMarHo3om: BPOXKAeHHas remMo-
NUTNYECKaA aHeMmsA, FOMO3UroTHaA B-Tanaccemus, TpaHCPy3MOHHO3aBUCUMAnA. BTopuyHbIi remocupe-
pos. Mpy pyTMHHOM 06CNefoBaHUM B reMaTosIoNN BbIABIEHO MOBbIWLEHME [T0KO3bl KPOBU HaTOLLAK
A0 7,23 mmonb/n. Npu 06cnefoBaHn B SHAOKPUHOMOTMYECKOM OTAENIEHNU YPOBEHb MNKUPOBAHHO-
ro remornobuHa He UCCCNeAoBascA, BCIeACTBME HEMHPOPMATUBHOCTY Y MaLMEHTOB C BPOXAEHHbIMY
aHemmamu. Mo paHHbIM OpanbHOro rnkosoTonepaHTHoro Tecta (O TT) onpenenAanocb HapyleHne
rMMKeMUN HaTowak, cornacHo kKputepuam ISPAD (rnokosa 5,6-9,5-7,3 MMosnib/n), Npu COXpaHHOW
cekpeunn C-nentmpa 725 nmonb/n (298-2350). YcTaHOBIEHO CYyTOYHOE MOHWUTOPMPOBAHME [IOKO-
3bl: CPEAHMI YPOBEHD MIOKO3bl 32 Neprof MOHUTOPUPOBaHUA 6 mmonb/n (108 mr/an) + 0,7 Mmonb/n
(14 mr/pn). OTMeyaloTcA 3NM3o[MYEeCcKUe MOCTNPaHAnanbHble NogbeMbl IMoKo3bl Ha GoHe nprema
nuwm go 8,5-9 mmonb/n yepes 2 u.

Manbuuk 16 net c annactuyeckon aHemwuein [JaiimoHpa-bnekdeHa. BTopuuHbli remocugepos.
Mpu obcnepoBaHUM B OTAENEHNN SHAOKPUHONOMMM MO AaHHbIM O TT ycTaHOB/EH AnarHo3 caxapHo-
ro anaberta (rnioko3a 6,8-10,8-11,9 mmonb/n, nHCynuH 38,2-86,5-247 MKME/mn). Mpun obcnepgoBaHnm
B nionie 2020 . rNioKo3a HaToLak 6,5 mmosnb/i. [pyn npoBeAeHUN CYTOYHOTO MOHUTOPUPOBaHWA FIOKO-
3bl: CPeiHNIN YPOBEHbD [JTI0KO3bl 3@ Neprof MOHUTOpMpPoBaHKA 6,2 mmonb/n (111 mr/an) = 1,8 mmonb/n
(32 mr/gn). OTMeuvatoTCA 3NM30ANYeCKEe MOABEMbI FIOKO3bl Ha GpOHe npriem nuwm Jo 11,7 mmonb/n
yepes 2 y nocsie efpl.

3AKJTIOMEHME. HapyuweHus yrneBofHOro obmeHa Npu BPOXAEHHbIX aHEMUAX CBA3aHbl C nepe-
rPy3KOl Xene3oM MoJKeNyAO4HON Xefe3bl, B CBA3N C YeM Ha MepBbiX 3Tanax oTMeyaeTca pas3BuTMe
TMNEePUHCYIMHEMUN U MHCYTIMHOPE3NCTEHTHOCTY, Ha pOHe HapyLUEHNA MeTabosIM3mMa Ha YPOBHE MbILLIL}
1 NeyeHu, Npy fanbHelilleM pa3BMUTUM MPoLiecca BO3HMKaeT HerocpeACTBEHHOE NopaxeHue beTa—Kre-
TOK U CHIKEHMe CeKpeLn MHCYNHa. Bce naLuueHTam nokasaHo nccnefoBaHve YPOBHSA MI0KO3bl KPOBU
n nposefeHue O TT B JeKpeTnpoBaHHble CPOKM. ViccnenoBaHve MUKUPOBaHHOTO reMorniobuHa He 1H-
¢$opmMaTUBHO, BO3MOXHO MCMOMNb30BaHve onpeaeneHus ppykrosamrHa. CyTouHOe MOHUTOPUPOBaHUE
IIOKO3bl KPOBU Y AAHHOW PYNMbl MaLXeHTOB NO3BONAET Ha PaHHMX 3Tanax BbIABUTb MOCTNPaHANanb-
HOe MOBbILLIEHME [TI0KO3bl KPOBY 11 NPOBECTV KOPPEKLMIO Tepanuu.

N
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POCCHIACKOW dEAEPALIMKN DIBY «HMUL, sHp0KpUHONOrUMY

MwuH3gpasa Poccuun 3H/IOKPUHOJIOTOB

r ‘ Accoumnauus

OGlecTBeHHAs OpraHu3aIMsT

L

SHnokpuHonoros
POCCUIICKASI ACCOLIMALIUS mw CarkT-MeTepbypra

BJIUAHWE TEPANUU UHCYJINHOM AETNYAEK HA YACTOTY EXXEAAHEBHbIX
CKAHUPOBAHUN CUCTEMbl ONIELI-MOHUTOPUPOBAHUA Y NALUEHTOB
CNCXOAHO HU3KOU BAPUABEJIbHOCTbIO NMUKEMUN

B.B.MnatoHoB'?, T.A. ly6uHuHa', E.M.MaTpakeeBa®
"emckuli 20p00CcKOU MHO20NPOGUbHBIU KITUHUYeCKUU YUeHmMp 8bICOKUX MeOUUYUHCKUX mexHoao2ull
umeHu K.A. Payxgyca, [opodckol 0emckuli 3SHOOKpUHo02u4eckuti yeHmp
2CaHkm-lemep6ypackuli [ocyoapcmeeHHbIl neduampuyeckuli MeOUYuHCKUl yHusepcumem
3Mepabili CaHkm-llemepbypackuli 20cy0apcmeeHHbil MeduyuHcKull yHusepcumem umeHu W.M1. Masnosa.

BBEAEHUE. ®Oneww-MOHUTOPVHT YPOBHA MIOKO3bl MCMOMb3YeTCA BCEro HEeCKONbKO NOCneAHMX
neT, NO3TOMY HaKOMJIeHVe AaHHbIX O MPenMyLLecTBax 3TOr0 MeToAa akTyalnbHO ANA KIUHUYECKON
NpaKkTUKK.

LLEJTb — n3yumnTb BINAHWE Tepanuu MHCYIMHaMW JeTeMUP U JeryfeK Ha YacTOTy CKaHMPOBaHWN
CUCTEMbI GELL-MOHUTOPUPOBAHUA FMKEMUN Y AETEN C HU3KOI BapnabenbHOCTbIO FKEMUN.

MATEPUAJIbl U METObI. ViccnegoBaHue npoBoamnocb Ha 6ase [opoackoro sHAOKPUHONMO-
rmyeckoro ueHtpa ArMKL BMT nmenn K.A. Payxdyca. [ina yyactma B nccnegoBaHuy 6binm otobpaHbl
15 peTew ¢ HU3KOM BaprabenbHOCTbIo rnkemnm (CV<36%), nonyyatowmx MHCYIMHOTEPANUIO B peXxrme
MHOTOKPATHbIX eXefHEBHbIX UHBEKLUIA. KOHTPONb MMKEMMUU OCYLLeCTBAANCA CUCTeMON diell-MOHU-
TOPUPOBAHWA FNKEMUN.

[lo n Bo BpemA BBOJHOro nepuofa (2 Hea) NauyMeHTbl NoAyYany UHCYNMHOTepanuio 6a3anbHbiM
WHCYIMHOM AeTemup, Nnocsie Yero B KauecTse 6a3anbHOro MHCyNMHa UM HasHavanca gernygek. Mocne
nepeBoAa Ha AernyfeKk nepuroa HabnoaeHNA cocTaBu 24 Hep,.

MapameTpbl Bpema B Lenesom auanasoHe (TIR), Bpems Bbiwe uenesoro ananasoHe (TAR), Bpema
HUXe UeneBoro gmana3soHe (TBR), a Takxke koadduumeHT Bapuaumm CV paccunTbiBanmcb aBTomatuye-
CKW 1 OLIEHUBANUCh, cornacHo MexyHapoAHOMY KOHCEHCYCY MO UCMOb30BaHMIO CUCTEM CYTOYHOTO
MOHUTOPMPOBAHUA MUKEMUM N BPEMEHWN HaXOXAEHWA NMapamMeHTPOB B LIENEBOM AMana3oHe, no oT-
yeTaMm CTaHfapTHoOro ambynatopHoro npo¢una raoko3bl (AMN). Otuetbl AMT 66V NONyYeHbl Ha OH-
nanH-nnatoopme LibreView.

PE3YJIbTATbI. O6cnepnoBaHo 15 feTeit ¢ caxapHbim gnabetom 1 Tmuna B Bo3pacTte 9,1+3,7 roga,
13 HUX 7 (43,7%) manbumkoB B Bo3pacTte 10,3+4,9 ropa n 9 (56,3%) fesouek B Bo3pacTe 8,0+2,8 roga.
Bo BBOAHOM Mepuope CTaTUCTMYECKOW pasHULIbI B NCCeAyeMbIX MoKasaTenax y MasbymkoB feBoYeK
He 6bIs10.

[IMHamuKa oLeHVBaeMbIX NOKasaTenen npeactasneHa B Tabnumue.

Aetemup Pernypek
TIR, %: 71,319,2 74,9+6,8
«  ManbyunKm 71,6+11,9 75,1+8,8
«  [EeBOYKM 69,4+7,9 74,4+6,2
TAR, %: 19,9483 19,3+£5,5
«  ManbyunKm 22,8+10,6 20,2+7,4
«  [EeBOYKM 20,0+5,9 19,1+£4,5
TBR, %: 8,8+4,8 5,731
*  ManbyuKmM 5,543,2 4,6+1,5
«  [EeBOYKM 10,745,0 6,4+3,8
HbA, , %: 6,8+0,5 6,31£0,5
«  ManbyunKkm 7,0+0,8 6,6+0,5
«  [EeBOYKM 6,8+0,3 6,3+0,4
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«JloCTNXKEHUS HAYKUN B NMPaKTUKY AETCKOTO 3HAOKPUHONora»

PAetemup Aernypek
CV, %: 33,5+2,4 30,2+4,1
«  ManbyunKm 33,8+1,8 28,7+4,8
«  [0EeBOYKM 33,2+3,0 32,0+1,8
KonnyecTtBo CKaHMpOBaHUI B A€Hb: 26,1£11,6 18,946,8 (p<0,05)
«  MaNnbyuKun 31,0+15,1 19,6£8,1 (p<0,05)
«  [eBOYKM 22,5+8,4 18,1+6,5 (p<0,05)

PE3YJIbTATbI. [epeBop NauneHTOB C UCXOLHO HWU3KOWN BapuabenbHOCTbIO IMKEMIM Ha Tepanuio
WNHCYNNHOM Jerfyfek He CONPOBOXaeTcA CTaTUCTUYECKN 3HaUMMbIM n3MeHeHnem napameTpos TIR,
TBR, TAR, CV 1 He NPUBOANT K CHIKEHUIO YPOBHSA IMINKUPOBaHHOTO remornobuHa. OfHako B TeueHne
24 Hep nocne nepexofa Ha AernyAek y Bcex nauMeHToB OTMeYasiocb CTaTUCTUYECKN 3HaUMMOe CHIXe-
HMe YaCTOTbl eXXeHEBHbIX CKaHNPOBaHUN. [laHHOE CHMXXEHME YacTOTbl CKAHMPOBaHMA He NPUBOANIO
K KNUHUYECKN 3HaYMMOMY YXYALIEHUIO MTMKEMNYECKOTO KOHTPONA.

BbIBO/bl. Tepanua nHcynnHom Aernyfaek NPUBOANT K CHUXEHWIO HEOOXOAMMOCTM Gosiee YacTbix
eXefHeBHbIX CKaHMPOBaHUI 6e3 prcKa yXyALWEeHUs MMUKEMNYECKOro KOHTPOSS.

KJTKOYEBBIE CJIOBA: caxapHeil duabem; 2nukemuyeckuli KOHMpPosib; 8apudbesibHOCMb 2UKeMUU;
Oezsyoex.
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CKASI ACCOIIMAIIUS \_, CankT-lNerepbypra

CAXAPHbIV AUABET C FTEHETUMECKUMU BEOEKTAMU OYHKLIUU B-KNETOK
(ONNCAHUE KNNNHUYECKNX CNTYHAEB MODY 3ABOJIEBAHUA Y BETEU
13 ABOUHMN)

M.B. MpockypuHa', T.E. TapaHyweHko?, H.I. Kncenepa?
'®OIbY3 Kb N2 51 ®MBA Poccuu, 2. KpacHoapck
2QIb0Y BO «KpacHosapckuli 20cydapcmeeHHbil MeduyuHcKul yHugepcumem
um. npogp. B.9. BoliHo-flceHeykozo» M3, 2. KpacHosapck

AKTYAJIbHOCTb. MoHoreHHble ¢opmbl caxapHoro gnabeta (MODY) npeactaBnsioT reTeporeH-
HYI0 Fpynny 3a60oneBaHuii, Bbi3BaHHbIX MyTaLUAMM B Pa3fiMuHbIX reHax. HapylieHne yrnesogHoro o6-
MeHa, Kak Npasuio, obycnosneHo AncdyHKLMel 3 KNeToK, HaUMHAEeTCs B MOJIOAOM Bo3pacTe v nepepa-
€TCA ayTOCOMHO-AOMVHAHTHbIM MyTeM.

K HacToswemy BpemeHn 13BecTHO 6onee 15 reHOB, MyTaumu B KOTOpbIX NprBogAat K MODY. Yale
Bcero BcTpeyvaetca grmabetr MODY 2 u 3 Trna. [ogo3peHns Ha MOHOFeHHY popMy caxapHoro guabeTa
(C[1) BO3HMKAIOT B CiedyoLWwmxX CUTyaumsax:

+  C[ly HOBOpPOXAEHHbIX 1nn [0 6 Mec;

+  OTATOLUEHHbIV HAaCNeACTBEHHDBIN aHaMHe3 (6oneH oanH 13 pogutenen), npu CA1 8 2-4%;

+  YMepeHHas runeprankemus Hatowak (5,5-8,5 Mmonb/n), ocobeHHo npu cemenHol dopme CL;

+  HU3KasA NOTPeOHOCTb B UHCYNIMHE BHE PEMUCCUN, T.e. Yepes 3 rofla nocsie AUarHOCTHKM 3aboneBa-
HVSi; BO3MOXHOCTb 06X0AUTbCA 6€3 UHCYNVHA;

«  cekpeuua C-nenTuga BHe nepuopa pemmccum 6onee 200 HMonb/n;

« oTcytcTBue ayToaHTuTen (ICA, GADa, 1A2, IAA n gp.), 0cC0O6eHHO B MOMEHT YCTaHOBMEHUA

AnarHosa;

«  OTCyTCTBYeT oxupeHue, npu CA2 B 20%;
+  HaNmuue 3KCTpanaHKpeaTnyecknx 3abonesaHuii, Kotopble NnpneoasaT K MODY.

CBOEBpEMEHHAs AMArHOCTMKA KOHKpeTHON ¢opmbl MODY fgnabeTa MMeeT BaXKHOE 3HauyeHue,
T.K. NO3BONAET N36eXaTb He NPaBUIIbHOW le4ebHON TaKTUKKM, onpeaensieT Bblbop Tepanu 1 NPorHos,
CBOEBPEMEHHO INArHOCTNPOBaTb COMYTCTBYIOLME CUCTEMHbIE M OpPraHHble HapyLIeHK .

LUENIb HACTOALLEN NYBUKALUU: nopenntbca C Konneramm KAMHUYECKUM HabmiogeHviem
peaKoro KnnHuuyeckoro cinyyaa MODY guabeta y aByx feTeil U3 ABOVHU.

Ob6a pebeHKa M3 acounanbHOW Cemby, ABAAIOTCA BOCMUTAHHUKAMU OETCKOro Aoma B ropofge
»KenesHoropcke (KpacHoApckoro Kpas). [luarHoctrika AgaHHoro 3aboneBaHns nposoawnach B8 2019 r.
B MHcTuTyTe [leTckoi sHaokpuHonorum OrbY «HMUL, sHaoKprHOoNorum» npv Noaaep»Ke Nporpammbl
«Anboa-3Hgo».

ONMUCAHUE KNNMHUYECKOTIO CNTYYASA: aBoe aeTein n3 asoriHy AHHa 1. v Bnagucnas [l., AaHHble
0 HaCNefCTBEHHOCTM Y paHHEM aHaMHe3e »KU3HUN OTCYTCTBYIOT.

AnHa [.

Bnepsble C[] 3anopo3peH B 2016 1. npu obpaweHun B MNOO KBN2 51 ¢ xanobamu Ha 601 B Xu-
BOTE, CNIaboCTb, TOWwHOTY. Mpu rocnutanusaumm Ha ¢oHe MBI BbiABNEHa rMNeprinKeMms HaToLaK
10,1-12.6 mmonb/n. Ha OCHOBaHWMM KIAMHWKO-NabopaTOPHbIX AaHHbIX (Kanobbl, runepramkemus,
TNI0KO3ypKisl, NOBbILEHVE MUKUPOBAHHOIO remornobuHa no 6,8%) anarHoctmposaH C1 1 Ha3Ha-
YeHa 3amecTuUTeNIbHaA MHCYNMHOTepanua Xymanor no 1 e[ Ha OCHOBHble MpreMbl MUK 1 JIaHTyC
no 2 ep/cyT. HeobxogmmocTy B yBeNMUYEHUN AO3bl MHCYNIMHA, MPOABAEHNI KeToaumngo3a He oTMeya-
nocb. Ha poHe neyeHus ravkemus ot 3 Ao 8,2 MMonb/N. (BaHHble MO UHANBUAYaIbHOMY FOKOMETPY).
[ononHuTenbHble nccnepoBaHua: C-nentng — 2,98 Hr/mn (Hopma 0,01-30), HbAlc 6,7% (Hopma 4-6),
AT K 3-kneTtkam MXK 1gG <1:4 (Hopma <1:4), AT K nHcynuHy Ig G 1,65 ea/mn (Hopma <10), AT kK GAD IgG
<5 ep/mn (Hopma <10).

Bnaducnas [j.

Bo Bpems ouepegHOro nnaHoBOro megmumHckoro ocMotpa B 03.2019 r. BbiABAIEHO NOBbILLEHWE [N-
Kemumn HaTowak Ao 6,13 mmonb/n. MNpy NOBTOPHOM 06cneoBaHNM FNKEMUA HaTOWAK 6,32 MMonb/A,

.
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HbA, 6,8%, *anob6 He npeabssnan. [ononHutenbHble uccnegosaHua: C nentug — 1,84 Hr/mn
(Hopma 0,01-30), HbAk 6,9% (Hopma 4-6), aH. Moun — ypenbHbIX Bec 1020, 6enoK, caxap, aLeToH
oTpuLaTeNbHbI, NeNKOUWTbI efuHNYHbIe B none 3peHus, AT K B-knetkam X Ig G <1:4 (Hopma <1:4),
AT K vHcynuHy Ig G — 36,62 eg/mn (Hopma < 10), AT K GAD Ig G <5 eg/mn (Hopma <10).

Yuntbigas nokasatenu HbA, B uHTepeane 6-7,0%, OTCyTCTBME KeToaLna03a B Neprof MaHnpecTa-
LMK 1 B TeyeHre 3abonesaHus, coxpaHHe. Cekpeuu. nHcynuHa n C-nentupa (bonee yem yepes 3 ropa
OT YCTaHOBJIEHVA ANarHo3a), OTCyTCTBME AaHHbIX 3a ayTOMMMYHHbIV npouecc (Tutpbl AAT B npeaenax
pedepeHCHbIX 3HaueHui), BbicKaszaHo npegnonoxeHne o MODY-guabete, npoBefeHO MONEKynsp-
HO-reHeTuyecKne nccnepoBaHme. PesynbtaTbl reHeTUYECKON ANarHOCTUKN.

1. AHHa []. B rene GCK (NM_000162.5) BbisBNeH retepo3umroTHbli BapmaHT c.C610A>Gp.N204D (onu-
caH npn MODY). OKoHYaTenbHbI AnarHO3: MyTaLuA B reHe MIoKOKMHa3bl. [laToreHHoCTb: BepoAT-
HO MaTOreHHbIN.

2. Bnao 4. B rene GCK (MIM#: 138079, pedepeHcHas nocnegoBatenbHoctb NM_000162.3) BbisiBNeH
reTepo3nroTHbIN BapuaHT c.610A>G:p.N204D (onucaH npu MODY). OKoHYaTenbHbIN fuarHos: my-
TaLMA B reHe MIOKOKNHa3bl. [laToreHHOCTb: BEPOATHO NaToreHHbIN.

Ha ocHoBaHMM NpoBeAeHHbIX NCCNefoBaHNI Yy NaLMeHTOB YCTAaHOBIEH OKOHYaTeNbHbIV AMarHos:
CaxapHbiin gnabetr MODY2.

OcobeHHOCTN flaHHOrOo 3abonieBaHVA B 060UX PaccMaTPUBAEMbIX KIIMHUYECKUX CllyYasX COOTBET-
CTBYeT M3BECTHbIM U OMMCaHHbIM NPM3HaKaM: yMepeHHas runepramkemusa Hatowak (5,5-8 mmonb/n),
06bIYHO He NporpeccrpyeT AeCATUNETUA, CUMMTOMbI 3a6011eBaHNA OObIYHO OTCYTCTBYIOT, AVArHO3 MO-
XKeT 6bITb yCTaHOBNEH B 06OM Bo3pacTe (Yallie Npuw NpoBeAeHUN PYTUHHOTO 06CejoBaHNA Mo NoBOAY
Apyroro 3aboneBaHnsA), MUKNPOBaHHbI reMOrNobUH Crierka Bbllle BEpXHEro npefena HopMbl, OTAro-
LLleHHaA HacNeACTBEHHOCTb, PeKOCTb OC/IOKHEHWIA.

3AKNIOYEHUE: ncnonb3oBaHne MeTOA0B MOJIEKYNAPHO-TeHeTNUYECKOro aHann3a nossonsaet
CBOEBPEMEHHO BbIABMATL HEVMMYHHble GOPMbl caxapHOro gnabeta, uTo onpefenseT BO3MOX-
HOCTb MPOBeAEHUA afekBaTHOTO JleYeHNA N HabMIOAEHUA CO CHIKEHUEM PUCKa MHBaNMAU3auum
B Oyayuiem.

12-13 viong 2021 1.
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MAHU®ECTALUA CAXAPHOIO AUABETA 1 TUMA Y AETEA U NOAPOCTKOB,
NPOXUBAIOLWMX B 3AKPLITOM AAMUHUCTPATUBHO-TEPPUTOPUAJIBHOM
OBPA30BAHUU (3ATO) HA TEPPUTOPUU KPACHOAPCKOIO KPAA

M.B. NpockypuHa', T.E. TapaHyweHko?, H.I. Kucenesa?, A.H. HapkeBuny?
10rbY3 Kb Ne 51 ®MBA Poccuu, 2. KpacHoapck.

2Q60Y BO «KpacHoapckuli 2ocydapcmeaeHHbil MeOUYUHCKUU yHugepcumem
um. npog. B.. BoliHo-fAceHeykozo» M3.

AKTYAJIbHOCTb. CaxapHbii gnabet 1 Tuna (CA1) y fetelt n NogpoCTKOB OCTaeTCA OAHON U3 aK-
TyalnbHbIX NPO6/IEM MMPOBOro MeAULMHCKOro coobuectBa. CNOXHOCTb CUTyauMn MOATBEPXKAAEeTCA
NMOCTOAAHHBIM POCTOM KOJMYecTBa BHOBb 3ab0MneBLUNX AeTeil. B JaHHOM acnekTe CTaHOBUTCA BaXKHbIM
n3yyeHue 3Tana maHudecTtauum 3aboneBaHns, NoapobHoOe paccMoTpeHne GakTopoB, COMYTCTBYIOLLMNX
VHMLUMaLUY nNpoLecca, 1 AanbHelilee pa3BMTUe 3HaHUI NO NPOGUNAKTUKE N MAaKCMalbHOMY OTCPO-
ymBaHuio aeblota 3aboneBaHuA.

HacToswan paboTa no nccnefoBaHuto ocobeHHocTel maHudectauun CL11 cpeau aeten 1 nogpocT-
KOB MPOBOAMNACH BMEPBbIE B 3aKPbITOM afMUHUCTPATUBHO-TEPPUTOPUaNbHOM 06pasoBaHum (3ATO)
Ha TeppuToprmn KpacHoApcKoro Kpas.

LLEJ1b — n3yumntb ocobeHHocTU aebrota CL11 cpeau aeten 1 noapoCTKOB, MPOXMUBAIOLLMX Ha TeppU-
Topun 3ATO, Ha OCHOBe AaHHbIX aHaMHe3a, FeHAEePHOro COCTaBa U BO3pacTa 3ab0oneBLUNX, CE30HHOCTU
3ab601eBaEMOCTY, @ TaKXKe KIIMHWUYECKUX NPOABEHNI U MOKa3aTenel yrneBoAHOro obMeHa Ha 3Tane
MaHudecTaymm (Mpu NepBUYHOM OBpPaLLEHNN K SHAOKPUHONOTY).

MATEPUAJIbl U METObl. HacToswee nccneposaxvie nposegeHo Ha 6aze ®IbY3 Kb N2 51 OMBA
Poccun, dunmnana Orey OCHKL ®MBA Poccun Kb N2 42.

B pabote npepcTaBneHbl faHHbIE CMIOLHOMO KOrOPTHOTO PETPOCNEKTUBHOMO UCCef0BaHMsA C aHa-
NN30M @aHAMHECTUYECKMX U KITMHWKO-NabopaTopHbIX AaHHbIX feTelt ¢ CL11, AnarHocTMpoBaHHbIM 3a ne-
puog ¢ 2009 no 2019 rr. Mpynny HabnioaeHus coctaBunu 55 getelr ot 0 fo 18 net, ctpapatowme CAla
1 NOCTOAHHO NpoOXUBaloLne Ha Tepputopun 3ATO. Bce faHHbIe 0 naumeHTax cobpaHbl B COOTBETCTBUN
C MPOTOKOIOM HACTOALLEro NccnefoBaHunsA, BKIOYaa CBEAEHUA PErroHanbHOro perncTpa caxapHoro
AnabeTta, nctopuin 6onesHu (popma N2 003/y) n ambynaTopHbix KapT (bopma 025 /y-0).

MccnepoBaHne BbINOAHEHO B COOTBETCTBUM C YHUPULMPOBAHHBIM MPOTOKOSIOM, BKJTIOUAOLMM He-
obxoanMble CBeieHNA O KaXXAoM pebeHKe (NacnopTHble AaHHble, aHaMHE3 XW3HU 1 3aboneBaHus, xa-
1106bl, pe3ynbTaTbl KNMHUKO-NabopaTOPHbIX NCCefoBaHNI (B TOM UMCIIE MIMKEMUS HaTOLWaK, MUKeMuns
nocTnpaHAnanbHas, CpeaHeCcyToYHan MUKeMUA, CPefHAA aMnanTyaa KonebaHuna rmmKemmm, Mmuknpo-
BaHHbI reMorfo6bvH) Npy NepBUYHOM OBPALLEHUN K SHAOKPUHOMOTY. 33 ANarHOCTUYECKUI KpuTepuii
MPUHAT ypOBEHb FNIOKO3bl HATOWAK B N/la3Me BEHO3HOW KPOBW CBbile 6,3 MMOfb/N, yposeHb HbA,
npesblwaiownii 6%. MccnegoaHre ofobpeHo 3Tnyeckum komutetom MOY BMNO KpaclMY (Bbinucka
13 npoTokona N7 3acefaHnA NOKanbHOrO 3TUYecKoro komuTeta ot 06.06.2018 r.).

AHanu3 nokasaTtesieil NPOBOAWICA KaK B LIeNOM MO KOFropTe, TaK 1 B BO3PACTHbIX MPYnMax, KoTopble
TPaAULMOHHO NPUHATbI AN1A NeAUaTPUUYECKON NPaKTUKK.

CraTuctyeckas o6paboTKa pesynbTaToB UCCeoBaHsA BbIMOMHEHa C NMOMOLLbIO NaKeTa NpuKnag-
HbIx nporpamm IBM SPSS STATISTICS v. 19. Pe3ynbTathl npeactasneHbl B Buge M+o, rae M — cpefHee
3HaueHue, Y- CTaHAaPTHOE OTKNOHeHKe, MeanaHbl Me (25 1 75 nepueHTunmn). MeTofbl CTaTUCTUYECKOrO
aHanv3a Bbl6pannch nocse onpeaesieHns COOTBETCTBUA BbIGOPOK 3aKOHY HOPMarnbHOro pacnpegene-
HYA ¢ yyeTom TecTa Llanupo-Yusnka. YuntbiBas OTKIOHEHUS BbIGOPOK OT HOPMaNbHOTO pacnpeneneHmns
B CPaBHUTENbHOM aHann3e UCNosb30BaNnCb HemapameTpuyeckne Kputepum (X2, MaHHa-YuUTHU nn6o
KpUTEpUIn YMNKOKCOHa ANA 3aBUCUMbIX Fpynn). Pasnuumna cuntanncb CcTaTMCTMYECKN 3HaUMMbIMK Npur
3HaueHuAx p<0,05. PaccunTaHbl cpefjHMe 3HaYeHUA, MefjmaHa NonyyYeHHbIX NoKasaTenen.

PE3YJIbTATbI: aHann3vpyemas rpynna nauMeHToB BKAounna getert ot 0 4o 18 net ¢ BbigeneHnem
MOArpynmn C y4eTOM BO3PacTHbIX U reHAePHbIX Npr3HakoB. CpeAHMIA BO3PacT Mo rpymnmne Ha MOMeHT fe-
6toTa coctaBun 8,4 roga, Me 9 net [97% AW 1,45-16].
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M3BecTHO, UTO B Pa3BUTUM CaxapHOro auabeTa yyacTBYIOT reHeTnyeckme $aKkTopbl, KOTopble pe-
anv3yloTCA NoA BAUAHMEM Pa3fIMUHbIX BHELIHUX BO3AeNCTBUN. Tak B COOTBETCTBMU C IMTEPaTypPHbIMU
NCTOYHMKAMN HacnefcTBeHHbI puck pa3sutua CA1 y peten coctaenAaet 1,1%. Mo Hawmum faHHbIM
B paccmaTprBaemMoi rpynrne ykasaHuA Ha OTArOLEHHbIN CeMelHbIN aHaMHe3 MO MHCYIMHO3aBUCUMO-
My caxapHoMy AvabeTy oTmedeHbl y 9,1% feTeii. B 90,9% cnydasx 3aboneBaHvie paccMaTpUBanochb Kak
cnopaguueckan ¢opma. MNonyyeHHble JaHHbIe COBMAAAlOT C 0OLLEPOCCUNCKUMI TEHAEHLIMAMM, @ TaKxe
C paHee Nony4YeHHbIMM AaHHbIMK NO KpacHOAPCKOMY Kpato, COrflacHO KOTOpbIM ToNbKo 13,1% nauneH-
TOB VIMenin poacTBeHHMKoB ¢ CA1.

[nckyTrpyeTca BONpPOC O B3aMMOCBA3W BO3pacTa PoAuTenell C BepOATHOCTbio pa3suTua CAOT.
Mo gaHHbIM HaCTOALLEro NCCIeOBaHUA CPeAHNIA BO3pacT MaTepeil Ha MOMEHT poXAeHNA feTeln cocTa-
Bun 28,7 rona, Me — 28 net [97% AW 18-38], npu 3ToM BO3pacT MaTepel Ha MOMEHT POXAeHUsA pebeH-
Ka nokasan ob6paTHyI0 3aBNCMMOCTb C BO3pacToM MaHuecTaLmm 3aboneBaHus y pebeHKa.

Mo pe3ynbraTtam Hawero HabnoaeHus, B 18,1% cryyaeB ofuH U3 poguTeneli 3abonesLero pabotan
Ha rpagoobpasytoLiemM npegnpuATAmn (6onee 5 net 4o poxaeHna pebeHkKa), UTo He UCKIIoYaeT onocpe-
[OBaHHOe BO3/eICTBME aHTPOMOreHHbIX pakTOpOB Ha pOPMMPOBaHME NAaTONOTUN 1 COrnacyeTcs C nn-
TepaTypHbIMU JaHHbIMY O BAVAHMMN BHELWHWX $aKTOpoB (MHEKUMOHHbIE, pr3nyeckue n/mnm xmmmye-
CKue BO3[EeNCTBNA), CNOCOBHDBIX 3amyckaTb SNUreHeTnYeckne 1 UMMYHOONOCPEA0BaHHbIE MEXaHU3MbI
pasnnyYHOM NaTonornu.

OueHKa BO3pacTHbIX acrneKkToB MaHudecTaumMy Mokasana ciefyioliee: B pacCMaTprBaeMoi Ko-
ropTe nauyMeHToB Hamboree YacTo 3aboneBaHMA AUAarHOCTUPOBANOCH BReEpPBble B BO3PACTHbIX rpyn-
nax 5-9 net n 10-14 neT, YTO COOTBETCTBEHHO cOoCcTaBwuio 41,8% un 34,5% oOT 06LLEero uncna 60sbHbIX.
MonyyeHHble pe3ynbTaTbl CONOCTaBUMbI C faHHbIMK Poccuiickon Mepepauum 1 OTAeNbHBIX PErVIOHOB
Poccum (TBepckan obnacTb, KpacHospckuin Kpai v gp.). MprHagneXxHocCTb BnepBble 3a60neBLnx geTei
K YKa3aHHbIM BO3PaCTHbIM Fpyrnam MoXeT 6biTb 00ycnoBneHa npe- 1 nybepTaTHbIMY OCOOGEHHOCTAMY
3TOro nepuopa B XU3HW pebeHKa. I3BeCTHO, UTO B 3TOM BO3pacTe OpraHn3M NofpocTka npetepnesaeTt
BereTaTuBHblE, SHAOKPMHHbBIE N UMMYHHbIE NEPECTPONKK, YTO MOBLILWAET PUCK PA3BUTUA NCUXOCOL-
anbHON fe3afanTtaumm 1 AN3perynaTopHbIX HapyLLeHNI C NabuUnbHOCTbIO FoMecTasa, npucoeanHeHem
bYHKLMOHaNbHbIX HapyLLEHWIA 1, He peaKo, GOPMUPOBaHNEM HOBbIX MAaTONOrMUYECKNX COCTOSIHUIA.

MaHudecTtauun grabeta B paccMaTprBaeMbix BO3PaCTHbIX rpynnax AeTell He umena CyLiecTBeH-
HbIX FeHAEPHbIX Pa3nnunii, T.e. B Npe- 1 nybepTaTHble nepnoapbl 3aboneBaHye pa3BuBanoCh C Nnpumep-
HO OAMHAKOBOW YacTOTON Kak MasibuMKOB, Tak 1 AeBoyek. VIcknioueHne coctaBuna noarpynna aeTen,
3aboneslunx B paHHem Bo3pacTe (0-4 ropa), rae npeobnafanu feBoyky, a ¢ 10-14 netT — ManbuvKku.
Mpwn yTouHeHWN reHaepHbIX 0cobeHHOCTel AnabeTa B OCTaNbHbIX BO3PACTHbIX MOArPYNnax He BbiABne-
HO 3HaYMMBbIX Pa3NNYMN MEXAY MaSbYKaMuy 1 feBOUYKaMU.

AHanus ocobeHHocTei maHnpectaumm CIT ¢ yueTom ce30HOB rofia Nokasan, uyto aebiot 3abone-
BaHVA B OONbLUMHCTBE ClyYaeB NPUXOANIICA HAa BECEHHWI 1 OCEHHUI Neprofbl roAa, COOTBETCTBEHHO
29,1% 1 34,5% OT BCeX 3aperncTpupoBaHHbIX cny4yaes. [pefcTaBneHHble AaHHbIE He B NONHOW Mepe Co-
BMajaloT C pe3ynbTaTamu ApYrux uccnefoatenen, Ho obLmnmM ans 60bLUNHCTBA NYy6VKaLWi ABNAETCA
yKa3saHue Ha 6onee HM3Kylo BbiABAAeMOCTb ciiyyaeB C/l B neTHee Bpema. o n3BeCTHbIM nuTepaTyp-
HbIM AaHHbIM MaHndecTauma arabeTa B BbICOKOW CTEMEHUN BEPOATHOCTM acCOLMMPOBaHa C CE30HHbI-
MU MUKaMK OCTPbIX PeCnUpPaTopHbIX UHOEKUMI B XonodHoe Bpemsa rofa. OueHKa NpUUMHHbIX $akTo-
pOB, BO3MOXHO npoBouupytowmx MaHudectaymio CLl1, Ha OCHOBe aHanv3a, KOTopbli 6bin NpPoBeaeH
B DHAOKPUHONOrMYeckom HayyHom LeHTpe PAMH B 1999 r. 1 nokasan, uto y 58,7% peten 3a 6-10 mec
[0 feblota Arabeta oTMeyanacb BUpYCHas nHdekuus, y 5,6% — Hanbonee BepOATHbIM NPOBOLUPYIO-
WM PpaKkTopom 6bin CTpecc, 1y 22,6% 3aboneBLmnx NprMYnHa ocTanacb HeyTOYHEHHOW. B Halwem nccrne-
[OBaHUU cpean $aKTopOB, KOTOpPble NpeALecTBOBaNM 3a601eBaHMIO 3a HECKOIbKO MecALeB, OCTpble
pecnupaTopHo BUPYCHble MHdEKLUK 3aperncTpmpoBaHbl B 18,1% cyyaes, 3HauMMble CTPeCCOBble CU-
Tyauum otmeyeHbl B 10,9% HabnopeHnin. Manudectauma CL11 Tvna Ha poHe MHPEKLMOHHON NaTonornm
(MMBI, napanpokTuT 1 Ap.) yctaHoBneHa y 10,9% feteii. [lo HacToALIEro BpemMeHu TpUrrepHble $pakTo-
pbl B peanusauuy anabeta oCTaloTcA ManonOHATHBIMU U HEMPOACHEHHbIMU.
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CHUIICKASI ACCOIIMALIAS mw CarkT-MeTepbypra

M3BeCTHO, UTO MHTErpanbHbIM NOKasaTesieMm CoMaT4YecKoro 6narornonyuns pebeHka ABNATCA aH-
TponomeTpunyeckre nokasartenv. Hamy BbinosHeHa oLeHKa GpU3MYECKOro pasBuUTUA AeTeil 1 NofpocT-
KOB Ha MOMeHT fiebtoTa AnabeTa. [MNOTETMYECKN MOXKHO NpeAnonaratb, YTo AeULNT MHCYNIMHA MOXET
YXYAWUTb MacCo—pOCTOBbIE XapaKTepuCTVKN 3aboneBmx geteir. OfHaKo TONIbKO B OAHOM Ciyyae ¢pu-
3UYyecKoe pas3BuUTHe ObINIO HUKE CPefHero, cpefiHee pa3BuTtre uvenn 76,36% u Bobiwe cpegHero 21,8%
OT Bcel Habnogaemol KoropTbl. Mpu oueHke ¢usmyeckoro passuTns ¢ yuyetom VIMT oTmeueHo, uto
OCHOBHas YacTb feten (56,3% oT Bcex HabnogeHi) Ha MOMEHT febioTa MMeny rapMOHNYHOEe Pa3Bu-
Te. C 04MHaKOBOW YaCTOTOW PerncTpUpPOBaNMCh Cilydaun C MOHVMKEHHbBIM 1 MOBbILLEHHbIM MUTaHWEM
no 12,7% cootBeTcTBeHHO. Y 18,1% nauneHToB MaHndectaums C11T conpoBoxanacb 6enKoBo-3Hep-
reTMyecKkoin HefloCTaTOYHOCTbIO C feduLMToM Macchl 6onee 10%.

M3BecTHO, uto C[]11 accounmpoBaH C ayTOMMMYHHbIM pa3pylleHeM (-KNeToK NoaKenyfouHoN
Xenesbl, KOTOPOe NPONCXOAUT C Pa3HON NHTEHCMBHOCTbBIO, @ KIIMHMYECKUEe CUMNTOMbI 1 BblPaXeHHble
nabopaTopHble M3MEHeHUA NMOABMAIOTCA NP paspyLLeHnn okono 90% B-KNeToK NoAXeNyAoUYHON xe-
nesbl. [1o HalWVM AaHHbBIM MPY NEPBUYHOM ObpaLleHnI y BCeX AeTeil NPUCYTCTBOBaNV TUMUYHbIE »Kano-
6bl (Kaxpaa, YacTble MOYEUCTYCKaHWs, NMOXYAEHNE) B Pa3HON CTEMNeHN BblpaxXeHHOCTU. JlabopaTopHble
rokasaTtenu rvKem1n no JaHHbIM NepBNYHOro 06palLeHsA C BbilleyKa3aHHbIMU XKanobamu: cpeaHee
3HayeHue no rpynne coctasuno 19,8 MMONb/N ¢ MaKCMManbHbIM MPUMEPHO OAMHAKOBbIM 3HaYeHVeM
B rpynne fgeTeil oT 5-7neT un rpynne nogpocTkos. [NonyyeHHoe 3HayeHne CyLieCTBEHHO MpeBbillaeT
[ANarHOCTMYeCKMA nokasaTtenb npy MaHudectaumu CA1. Bbicokue 3HaueHnA NocTnpaHananbHON rn-
Kemun coctaBuin 19,9 MMOJIb/N 1 NMOBBILIEHHDIA FIMKAPOBaHHbIA remMorfiobuH (cpeaHue 3HauyeHus
HbA, — 10,6%) cBUAETENbCTBYIOT O BbIPaXKeHHON AeKoMneHcaumn guabeTa Ha MOMeHT aebioTa. Mpu
OLIEHKe YrneBoAHOro obmeHa Ha MOMEHT MaHUbecTaLmmn B paccMaTprBaeMblX BO3PaCcTHbIX Nogrpymnnax
Hanbonee 3HauuTenbHas rMNeprIMKeMrsa HaTolak oTMeyeHa B MybepTaTHOM BO3pacTe, NOCTNPaHAN-
anbHasA rmnepriavkeMmna He NMena CyleCTBEHHbIX OTINYNIA B MPeACTaBNeHHbIX BO3PACTHbIX rpynnax.
Bornee BbicOKMe cpeaHMe NoKasaTenu rMUKO3UIMPOBaHHONO reMoriobrHa ycTaHOBIEHb Y fAeTel npef-
NMoApPOCTKOBOrO 11 MOAPOCTKOBOro BO3pacTa.

3AKNIOYEHUE: pesynbtaTbl BbIMOJHEHHOrO MCCEfOBaHNA MO3BONAT 0603HAUYNTL aHaM-
HecTuyecKne 1 KIMHNKO-nabopaTopHble 0cobeHHOCTY [ebloTa MHCYMHO3aBUCMMOrO CaxapHOro
Aunabeta y peteit. MonyyeHHble faHHble MOATBEPXKAAIOT HU3KYK AMArHOCTUYECKYI 3HAaUMMOCTb
yKasaHuii Ha OTArOLLEeHHYI0 Hac/eACTBEHHOCTb MO CaxapHOMY AnabeTy, BO3MOXHOe B/IMAHNE BO3-
pacTa MaTepu K MOMEHTY poXAeHunsa pebeHKa Ha CPOK MaHudecTaumm (Bo3pacT aebiota) 6onesHn
y pebeHkKa.

BbinonHeHHOe nccnepoBaHMe He YCTaHOBWIO FeHAEPHbIX OTANYUIA, HO MoKasano npeobna-
JaHue JeBouyek cpeaun 3aboneBwrx B paHHeM Bo3pacTe (0-4 net n manbuukoB oT 10 go 14 net).
Hanbonblunit npoueHT clyyaes BnepBble AMarHocTVpoBaHHOIo ArabeTa oTMeYeH B npe- 1 nybep-
TaTHbIN Nnepuoa.

Hanbonee 3HauMMbIMK (BO3MOXHO MHULMKPYOWMMK) daKTopaMu, NpefLlecTBYoWMMI MaHde-
cTaumm caxapHoro fuabeta, 6biv OCTpble PecnMpPaToOpHble BUPYCHble MHEKUMU 1 NnepeHeceHHble
cTpeccoBble cuTyaLmu. K ce3oHHbIM ocobeHHoCTAM MaHndecTaummn CLl1 oTHeceHa bonee BbicoKas 3a-
6051eBaeMOCTb B BECEHHE-OCEHHMIA Neprog roaa.

MokasaTtenu yrneBogHoro obmeHa Ha MOMEHT febtoTa FOBOPUYM O BbipaXKeHHO JeKoMMeHcaLumu,
MakcumasbHble nokasatenn HbA, BbisiBNeHbl B NPeAnoAPOCTKOBO U MOAPOCTKOBOI rpynne. Mpu
CPaBHEeHUM BO3PaCTHbIX FPynn O6HapyXeHO AOCTOBEPHOE OT/MYME HayasbHON IMUKeMUU y feTein
B rpynne 0-4 net n 5-7 net.

.
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CPABHUTEJIbHAA XAPAKTEPUCTUKA SNTUAEMUOJIOTMYECKUX NOKA3ATEJIEN
CAXAPHOIo AUABETA 1 TUNAY OETEUA CAPATOBCKOU OBJIACTHU
B 2020 N1 2016 IT.

B.K. Nonskos', H.B. bonoToBa', M.10. CBuHapes?, H.l10. ®unuHa', A.A. Warupos', A.B. LLyTpoBa®
'OrbOY BO «Capamosckuti TMY um. B.A. Pazymosckozo»

2Iy3 «Capamosckas obnacmtas 0emckas KnuHu4eckas 601eHUYa»
3YHusepcumemckas knauHuyeckas 6onbHuya N1 Capamoeckozo F'MY um. B.U. Pazymosckozo

BBEJOEHUE. Snugemmonornyeckme aaHHble no 3aboneBaemocTy feTei C caxapHbiM AnabeTom Ba-
PbUPYIOT B LUMPOKOM fiMana3oHe Kak MeXay pasHbiMy CTpaHaMm, Tak U MexAy pasHbIMK permoHamm
Hallen CTpaHbl.

LIEJ1b — ABMROCH 3yyeHne pacnpocTpaHeHHOCTY U 3abosieBaeMoCTy caxapHbIM grnabetom 1 Tmna
(CA1) y peTeit pasnmMyHbIX BO3PACTHbIX MPYMM, MPOXMBAIOWMNX B FOPOACKON 1 CeNIbCKON MEeCTHOCTU
820201 2016 rT.

MATEPUAJIbl U METOAbI: NccnepoBaHme NpoBefeHO Ha OCHOBaHWUM JaHHbIX permctpa caxap-
Horo anabeta CapaTtoBckoii obnactu. B 2020 rogy petckoe Hacenenme CapaToBCKOW 0651acTu cocTa-
BUNO 451 172 yenoBek, 13 Hux 381 748 peTelr 6binn B Bo3pacTte fo 15 net n 69 424 — ot 15 go 17 net
BKounTenbHo. B 2016 r. B CapaToBcKoi obnactv npoxusano 451398 peteir, 384 424 pebeHKa 6binv
B IeTCKOM BO3pacTe 1 66 974 — B noapocTKkoBoMm. B 2020 r. npoaHann3mpoBaHbl pacnpoCcTpaHEHHOCTb
1 3abonesaemoctb C[11 y AeTeil B BO3pacTHbIX rpynnax: 0-3 ropa, 4- net, 8-10 net, 11-14 neT, 15-18 ner.
OueHVBanu aaHHble AeTen, MPOXKUBAKOLWKMX B HACENIEHHbIX MYHKTaxX C YNC/IEHHOCTbIO HaceNeHnsa MeHee
1 6onee 50 TbICAY YeSOBEK.

PE3YJIbTATbI: PacnpoctpaHeHHoctb C] 1 B 2020 rogy coctasuna — 150,9/100 TbiC. feTCKOro Ha-
cenenua (y manbunkos — 152,3 ny gesouek — 149,4/100 Tbic.). Y geten go 15 net — 134,6, y nogpocT-
KoB — 239,1/100 Tbic. Y peten B Bo3pacTte oT 0 Ao 3 nieT, oHa cocTaBuna 21,4/100 TbiC., y NOAPOCTKOB —
24,0/100 Tbic. [laHHble perncTpa CBUAETENbCTBYIOT, YTO pacnpocTpaHeHHocTb CMT B cenax u Manbix
HacefeHHbIX NyHKTax Konebanack o1 9,1 fo 403,2, cpefjHee 3HaueHne coctaBmno 109.0/100 Toic. B kpyn-
HbIX FOpoAax, ¢ HaceneHmem 6onee 50 TbicAY YenoBek, oHa 6biia ot 177,1 go 211,5 /100 Tbic., cpefHUiA
nokasatesb 6b11 188,2/100 ThbiC.

O6wasn nepsBryHas 3abonesaemoctb CL11 B 2020 rogy coctaBuna 24,6/100 TbiC. [ETCKOrO Hace-
NeHus: y ManbunkoB — 24,1 n y geBouek -25,1. Mpun oueHke 3ab6oneBaemoctn C1 no Bo3pactam
BbIIBNIEHO, YTO A0 3 NeT OHa COOTBEeTCTBOBasa 3HauyeHuto 15,3/100 TbiC., B AOWKONbHOM BO3pacTe
yBenuumnach o 27,0; B npenybepTtate — fo 28,7 1 B nybeprtaTe Bo3pocna Ao 31,2/100 Tbic. AeTCKOro
HaceneHus. B Bo3pacTHoli rpynne 15-18 neT 3ToT Nokasartenb cHuxanca fo 13,0/100 Toic. CpepHnin
nokasatenb 3abonesaemoct C[11 y geTeli 1 NOAPOCTKOB, NMPOXMBAIOLWMX B rOPOAax C HaceneHnem
6onee 50 TbicAu yenosek, coctaBus 30,5/100 TbiC. 4ETCKOrO HaceneHns, a B CeNIbCKON MeCTHOCTN —
15,0/100 TbIC.

MpoBeaeHo cpaBHeHME PacnpOCTpaHEHHOCTU U 3aboneBaemoctn CA1 y peten CapaToBCKOMN
obnactn B 2020 roay ¢ gaHHbiMy 2016 ropa. B 2016 rogy pacnpocTpaHeHHOCTb Bblfla HUXe 1 cocTa-
Buna — 114,3/100 Tbic. Y peTein o 15 neT faHHbIN nokasaTtenb 6bii1 92,1/100 ThiC. U Y NOAPOCTKOB —
241,8/100 Tbic. HaceneHua. 3abonesaemoctb C/11 B 2016 ropy 6bina Ha yposHe 15,1/Ha 100 Tbic., y fieTen
OHa 3aduKcpoBaHa Ha 3HaueHun 16,6 /100 TbiC. M y NoapocTKkoB — 6,0 /100 TbiC.

Takum obpaszom, 3a 5 net obuan pacnpoctpaHeHHocTb CA11 cpenm feten v NOAPOCTKOB yBENMUM-
nacb Ha 32%, cpepu feTeit Ha 45%, cpeiv MOAPOCTKOB OCTaslacb Ha NpeXxHem ypoBHe. 3aboneBaeMocTb
CI 1 cpepn peten n nogpoctkos B 2020 roay Bbipocna Ha 62%; cpean aeten — Ha 60% 1 cpeamn noa-
pocTKoB Ha 200%.

BbiABneHo AByxKpaTHOe MPEeBOCXOACTBO MOKa3aTesiell pacnpoCcTpaHeHHOCTM 1 3aboneBaemMocTu
CJ 1y peTein 1 NOAPOCTKOB, MPOXKMBAIOLMX B KPYMHbIX FOPOAax Mo CpaBHEHUIO C HEOONbLIMMU Hace-
NEHHbIMY MYHKTaMK.
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ANOOEPEHLUUAJIBHAA ANATHOCTUKA CTEPOMAHOIO ANABETA U CAXAPHOTO
AVABETA 2 TUMNA Y NALUEHTKU, NONYYAIOLEA FMIOKOKOPTUKOUADI

A.B.MonoBuy, A.B. Bute6ckan

KnuHuyeckuti uHcmumym demckoeo 30oposes um. U.M. Qunamosa, 2. Mockea, ®IAOY BO «[lepawbiti
MIMY um. .M. CeyeHoga», 2. Mockea

Ha3zHaueHvie nepopasnbHbIX NpenapaToB roKokopTrkonaos (MK) asnseTcs meTogom Bbibopa npu
JIeYEHUUN CUCTEMHBIX 3a60eBaHNI COeNHUTENBHON TKaHW. [nuTenbHbin npuem MK B 6onblumx fo3ax
MOXET MPUBOANTL K GOPMMPOBaHMIO MenKaMeHTO3HOro cuHapoma MueHko—KywmnHra (MCUK), a B He-
KOTOPbIX CNy4asx — K Pa3BUTUIO CTepPOMAHOro caxapHoro anabeta (CA). CHuxeHne fo3bl MK gomkHo
NPMBOAUTL K NcYe3HoBeHMIo cumnTomoB MCUK, Hopmanusaumm maccol Tena u nokasarene rmnkemmu.
Mpwn oTCYTCTBUM TEHAEGHLMW K HOPManu3aLuuy nokasaTtenei, HECMOTPS Ha CHXeHue fo3bl 'K, Heobxo-
LMMO BbIABNATb APYrve NPUUMHbI OXKNPEHUA N €70 OCIIOKHEHWIA.

LIEJTb — aeMOHCTpaLuma KIMHNYECKOro CJly4as HopManusaLmm nokasaTenei yrneBofHoro obmeHa
Ha GoHe CHUXEHMA Macchbl TeNa Y NaLMEHTKU, MPOLOSKaloLLen MPUHMMATD MIOKOKOPTUKOMADI.

OnucaHme KNMHMYECKOro ciiyyas. B 8 neT y naumeHTKM Gbina BbisiBNIeHa CUCTEMHAsA CKNepoaepmms
C NopaXkKeHrem KOXU, MOAKOXHO—KUPOBOW KNETUATKM, KeJTyLOYHO-KMLLEYHOTO TPAKTa, IErKuX, B CBA3N
C yem 6bina Ha3HayeHa TepanuA K B fo3e, pocturasiwen 1 Mr/Kr npegHusonoHa. Ha ¢oxe Tepanun MK
OTMEYEH BblpaXXeHHbIN Habop Maccbl Tena, NOBbILEHHDBIV anneTuT, anarHocTnposaH MCUK.

B 10 neT BbIfiBNEHa apTepranbHas rmnepTeH3ns, pacLieHeHHasa Kak ocnoxkHeHne MCUIK, HasHavyeHa
rMNOTeH3MBHasA Tepanus, NPOAOIKAETCA MO HACTosALLee BPEMS.

B 13 neT BbIAABNEH KOMMNPECCUOHHDBIV NEPEeNiomM NO3BOHOUYHMKA Ha ¢OHe OCTeonoposa, nonyvana
6rcdocdoHaThl, B HacTosALLee Bpemsa NPOJoSIKaeT MPUHMMATb anbdakanbUuaon.

C 13 net po3a K cHmeHa po noppepxusaowen — 5-7,5 Mr/cyT npefHU3onoHa. Hecmotpa
Ha cHuKeHre po3bl 'K, Bce nonbITKy cobniofeHna gneTbl B AOMALIHUX YCnoBuax — 6e3 apdekTa. Mpun
HaxXOX[EHUW B CTaLMOHAPHDBIX YCIIOBUAX — BCErAa CHUXKEHME Macchl Tena.

B 17,5 net npu obcnefoBaHMM B LETCKOM SHAOKPWMHOMOIMYECKOM oTAeneHMn poct 161 cm
(SDS -0,20), Bec 80,0 kr (MMT 30,86 Kkr/m2, SDSUMT +2,5), NOAKOXKHO—KMPOBaA KNeTyaTka pa3BuTa ms-
6bITOYHO, pacnpepeneHa PaBHOMEPHO (NepepacnpegenerHmne no KywmuHrougHoMy TUMy OTCYTCTBYeT).
BbiasneH C/1 (rnkemua HaToLwak 3,6 Mmonb/n, yepes 2 U nocne nprema 75 r rmiokosbl — 13,0 Mmonb/n),
aucnunugemus (obwuin xonectepuH 5,3 mmons//n, JINMHMN 3,5 mmonb/n), HeankoronbHas Xuposas 60-
ne3Hb neyeHw, cteatorenatut (AJIT 66 Ea/n, ACT 38 Ea/n). K Tepanumn 6binn gobasneHsl MeTGOpMUH
(1700 mr/cyT) 1 npenapaTtbl YpCOAE30KCUXONEBOWN KWCNIOTbl, PEKOMEHLOBAHO COGJIOAeHMEe AMeTbI
C OrpaHUYEHVIEM JIEFrKOYCBOAEMbIX YTIEBOLOB M NMPOAYKTOB MOBbILLEHHOWN KaNoPUNHOCTU.

Ha momeHT obcnepnoBaHus npoBogunack anddepeHumanbHaa anarHoctuka mexay MCUK, oc-
JIOXKHEHHBIM OXUpeHuem n ctepongHbim Cl1 (gnarHoctnpoBaHbl Ha doHe nprema K), n KOHCTUTYUK-
OHaNbHO-3K30reHHbIM OXKMpeHKeM, ocioHeHHbIM CJl 2 TMna (coxpaHstoLeeca oXupeHne Ha GoHe
CHVKeHMA Jo3bl 'K, OTCYTCTBME KYLUMHTOMAHOTO NepepacnpeneneHmns NoAKOXKHO—KMPOBON KneTyat-
K1, 3G deKTMBHOE CHXKEHME MACcChl Tena B YC/IOBUAX CTaLMOHapa).

3a cnepytoure 4 Mec, HECMOTPS Ha Hen3meHHyto fo3y 'K (MpeAHN30/10H 5 Mr), OTMEUEHO CHUKEeHWE
Maccbl Tefa B aMbynaTopHbIX yCnoBusix Ha 18,7 Kr (23%), B CBA3U ¢ uem nNprieM MeTGopMIrHa Obif OTMEHEH.
Mpwu o6cnenosaHmm B 17,9 net poct 161 cm (SDS — 0,09), Bec 61,3 kr (MUMT 23,00 Kr/m?, SDSUMT +0,66).
OTmeuyeHa HOpManmMsauua nokasatenen raMkemnn (Hatowak 3,6 MMONb/N, Yyepes 2 4 nocne npuema
75 T roKo3bl — 6,7 MMOnb/n), MMNuaoB (06w xonectepuH 4,5 mmone//n, NNHM 3,0 mmonb/n),
TpaHcamuHas (AJ1T 13 Eg/n, ACT 13 Eg/n).

BblpaxkeHHOe CHUXKeHVE MacCbl TeNa U HOpManu3aLuua rnokasaTtenen rmmKkemmnm No3BonsoT FOBOPUTL
06 otcyTcTBumM MCUK 1 cteponpaHoro CA1y naumeHTKu, nprHnMatoLelt MK B nogaepxmsatoLueit fose.

3AKJTIOYEHMUE. OtcyTctBuMe cHxkeHua IMT y pebeHka ¢ oxupeHnem Ha doHe cHkeHns [o3 K Tpeby-
eT npoBefeHna anddepeHLManbHON ANarHOCTUKN OXUPEHNA BCeacTame nprema MK 1 KOHCTUTYLMOHanb-
HO-3K30reHHOro OXMpeHus. [leTam C oxrpeHnem Ha poHe npuema 'K Heo6xoanMo NpoBeaeHVe CKPUHUHTA
OC/OXKHEHNIN OXKUPEHNSA, HA3HAUEHWE ANETOTEPANMNN U JIEYEHNE BbISBIEHHBIX KOMOPOVAHbBIX COCTOAHUIN.
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YPOBEHb C-NENTUAA Y AETEA U NOAPOCTKOB C CAXAPHbIM AUABETOM
1 TUNA B3ABUCUMOCTU OT ANIUTEJNIbHOCTU 3ABOJIEBAHUA

E.M. PomaHeHkoBa, J1.U. 3unb6epman, U.A. EpemuHa, O.b. besnenkuHa, [.H. Jlantes

OrbY «HayuoHaneHell MeAUUYUHCKUU ucciedosamenbckuli yeHmp S3HOOKPUHOI02UU»
MuH30dpasa Poccuu, Mockea, Poccus

BBEAEHME. MoBbieHVe 0cBEAOMIEHHOCTU O 3aboneBaHNM 1 JOCTYMHOCTM METOLOB MUcCnefo-
BaHWA MUKEMUN MPUBENIO K YBENIMYEHWIO PaHHe JOKJIMHNYECKOW AUAarHOCTKe caxapHoro auabeta
1 1una (CA1), 4To MOXET BANATL Ha ASIMTENIBHOCTb COXPaHHO cekpeuun C-nentnaa y naunerTtos ¢ CA1
1 onpepensTb ypoBeHb MNKEMUYECKOTO KOHTPOsA 3aboeBaHus.

LLEJIb — oueHnTb 6a3anbHyto 1 CTUMYNNPOBaHHYIo cekpeuuto C-nenTnga B 3aBUCUMOCTY OT ANU-
TeNbHOCTM CaxapHoro Avabeta 1 Tvna.

MATEPUAJIbI U METOAbI. B nccnegoBaHne BkaloyeHo 703 nmaumeHTa C AMAarHo3om ca-
XapHbln grabet 1 Tna, NOATBEPXKAEHHbIM HalMyMeM 3HAYMMO MOBbILWEHHOro TUTpa cneyndu-
YecKnx ayToaHTuTen, B Bo3pacte oT 0 go 18 net. lnarHocTuka 3aboneBaHuns 6bina cnyyanHom
y okosio 10% naumeHToB, B CBA3M C ANCMAHCepU3aLnein nm NpeCcToAL MM onepaTuBHbIM BMella-
TenbcTBOM. MauneHTbl 6binn pacnpedeneHbl Ha 3 rpynmnbl, B 3aBUCUMOCTM OT AnutenbHoctn CL:
1 rpynna — <1 ropa [0,5]; 2 rpynna — 1-5 net [2,2]; 3 rpynna — >5 net [7,5]. MegnaHa Bo3pacTa
npu obcnepgoBaHnn coctaBuna: 11,3 net. B 1 rpynne — 8,5 net; 2 rpynne — 11,5 net; 3 rpynne —
14,5 net.

YpoeHb C-nenTtunpa oueHuBanca Hatowak. MaureHtam ¢ MmegnieHHbIM nporpeccupoBaHuem CA1
(noTpebHOCTb B MHCYynMHe meHee 0,5 E[l/Kr) npoBogmnach CTUMYyNALMOHHaA Npoba C OLeHKO ceKkpe-
uun C-nentrpa yepes 60, 120 mrH nocne ctumynaumn. CTUMynMpoBaHHbIA ypoBeHb C-nenTuaa mc-
cnepoBanca Ha poHe npuema cneymanusmpoaHHoro nutaHua Clinutren Junior, Nestlé Health Science
(1 kkan/mn; 65% yrnesopoB, 20% *u1poB 1 15% Gesika) U3 pacyeTta 6 M Npenaparta Ha Kr Beca, Ho He 60-
nee 360 mn.

PE3YJIbTATbl. MegnaHa yposHA C--nenTupa HaToWaK 3HauyMMO OT/Myanacb B 3-x rpynnax
(p<0,05): B 1 rpynne nayneHTos (n=245) — 0,614 Hr/mn [0,268; 1,09]; B 2 rpynne (n=335) — 0,183 Hr/mn
[0,01;0,798]; B 3 rpynne naymeHTtos (n=123) — 0,01 Hr/mn [0,01; 0,039]

B BblAeneHHoN rpynne nauneHToB C MeasieHHo nporpeccupytowmm Cl yposeHb C-nentuga HaTo-
LK 3HAUYMMO CHUPKAJICA C yBeMYEHUeM ANNTENbHOCTM 3aboneBaHuA, Tak e Kak 1 B obLwen rpynne):
B 1 rpynne (n=69) — 1,17 Hr/mn [0,7; 1,86]; BO 2 rpynne (n=82) — 0,894 Hr/mn [0,38; 1,6]; B 3 rpynne
(n=20) — 0,153 Hr/mn [0,01; 1,19];

MepgunaHa ctumynupoBaHHoro yposHa C-nentuga yepes 60 n 120 MUHYT y NauneHTOB C Mea-
NEeHHbIM MporpeccupoBaHmemM 3abonesaHua B 1-i1 1 2-i rpynnax He oTanyanach: B 1 rpynne —
3,27 Hr/mn [2,17; 4,89] (n=69) n 3,1 Hr/mn [1,63; 5,09] (n=77) cOOTBETCTBEHHO; BO 2 rpynne —
2,76 Hr/mn [1,46; 5,5] (n=77) n 2,905 Hr/mn [1,29; 5,02] (n=82) cooTBeTCTBEHHO. PN ANNTENBHOCTU
3aboneBaHuna 6onee 5 net (3 rpynna) BbIAIBEHO CTAaTUCTUYECKM 3HAUMMOE CHUDKEHME ceKpe-
unn C-nentnpa yepes 60 n 120 MuHyT (p<0,05) — 2,38 Hr/mn [0,252; 4,22] (n=20) 1 1,935 Hr/mn
[0,44; 3,61] (n=20).

MepgmaHa rMK1MpoBaHHOro remorniobrHa B 3 rpynnax 3HaumMmo He otamyanack (p>0,05): B 1 rpynne
(n=242) — 7,1% [6,4; 8,7]; BO 2 rpynne nauneHToB (n=334) — 7,3% [6,5; 8,6]; B 3 rpynne (n=123) —
7,9% [6,5; 8,7]. Y naumeHTOB C MeffIeHHbIM NPOrpeccMpoBaHmem 3abonesaHuns Bo 2 1 3 rpynnax meaua-
Ha (HbAk) 6bla 3HAUMMO HIXeE, Yem B 06LLen rpynne nauneHToB (p<0,05).

Mepgmnana SDS UMT Ha moMeHT ob6crieaoBaHNA BO BCeX MPynnax CTaTUCTUYECKM He pasnnyanucb
(p>0,01): B 1 rpynne (n=245) — -0,01 SD [-0,8; 0,8]; B 2 rpynne nauneHToB (n=335) — 0,26 SD [-0,5; 1,0];
B 3 rpynne (n=123) — 0,3 SD [-0,6; 1,0]. Mpwu cpaBHeHnUn SDS UMT y naumeHToB C MeasieHHbIM Npo-
rpeccupoBaHnemM 3aboneBaHua 1 obLiei rpynnoi CTaTUCTUYECKM 3HAUMMBbIX PA3fIUUUiA He NOoyYeHo
(p>0,05).

K
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BbIBOJbl. C ysenuueHviem nmtenbHOCTY 3a60neBaHysA ypoBeHb 6a3anbHoro C-nentuia 3Haummo
cHmkaeTcs. CHKeHre ypoBHsA 6a3anbHoro C-nentuga y naymneHTos ¢ CL11 nponcxoaunT yxe yepes 1 rog
OT AMarHoCTUKK 3abonesaHus. MNpu anuTenbHoCcTV 3aboneBaHus Gonee 5 net 6asanbHbiii C-nenTyg
NPaKTUYeCcKn He onpeaensieTcs.

Y nauueHToB C MeAsieHHbIM MporpeccupoBaHremM 3aboneBaHvem npu gnutenbHoct Cll 6onee
5 neT, HeCMOTPA Ha KpaiiHe HM3KMI ypoBeHb 6a3anbHoro C-nenTuia, OTMEeYaeTCcs HapacTaHue cekpe-
umm C-nenTmaa B xode CTUMYNALMOHHON Npobbl 6osnee, Yem B 2 pa3a. OgHaKo CTUMYNMPOBaHHbIE YPOB-
HY CEKpeLUn 3HaUNMO HIXe, yem npw gnutenbHoct C1 meHee 5 neT. YrneBofHbI 0O6MeH Mo AaHHbIM
MIMKAPOBAHHOTO remorniobrHa 6bi1 yylle KOMMNEHCMPOBaH Yy MaLMEHTOB C COXPaHHOW cekpeuuer
C-nenTnpa.

Hamu He BbISIBNIEHO 3HAUYMMBbIX Pa3NUUUiA Macchl Tefla B 3 rpynnax nayuMeHToB Ha MOMEHT o6cre-
poBaHus. OfHaKo Hamy He npoBoaunack oueHka SDS UMT B gebiote 3abonesaHus. Heobxogumo npo-
BeAeHVe JanbHEeNWrX NCcnefoBaHni AN nsydeHns GpakTopos, BIUAIOWMX Ha MeAIeHHoe Mporpec-
cupoBaHue CA11 v gnuTenbHO coxpaHHyto cekpeunmn C-MenTuga, Takux Kak ocTpoTa MaHudectauuu,
BO3pacTa AvarHoctuky CA1, Hannume n36bITOYHOrO Beca B AebtoTe 3aboneBaHuns 1 np.
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PEAKUIN KIMHWUYECKWIA CNYYA COYETAHUA MOHOTEHHO
1 AYTOMMMYHHOW ®OPM CAXAPHOTO IMABETA

E.M. PomaHeHKoOBaQ, E.B. TutoBuny, [1.H. JlanteB

OrbY «HayuoHanbHeIl MeduyUHCKUU ucciedosamesnbckuli yeHmp 3HOOKpuHoiozuu» MuHzOpasa
Poccuu, Mocksa, Poccusa

BBEAEHME. CaxapHbin gnabeT 1 Trna anseTca Hanbonee pacnpocTpaHeHHOW Gpopmon Hapy-
LEeHW yrneBoAHOro obMeHa B AETCKOM U NMOAPOCTKOBOM Bo3pacTe. OfHaKo B HacTosllee BpemMa Us-
BECTHO, YTO B AETCKOM W MOAPOCTKOBOM BO3pacTe BCTpeyatoTca u apyrue Tunbl CL, cpeamn KoTopbix
Havbonee pacnpocTpaHeHbl MOHOreHHble GopMbl ArnabeTa, K KOTopbiM oTHOCAT MODY (maturity-onset
diabetes of the young — anabet B3pocnoro Tvna y monogbix nuu). B muposoi nutepatype ecTb eau-
HMYHblEe YNIOMMHAHWA O COYETaHNN MOHOTEHHON 1 ayTOMMMYHHOW Gopm caxapHoro anabeta (CA).

AHAMHE3 3ABOJIEBAHUA. Manbuuk, 10 net, maHndecTaumsa caxapHoro avabeta Ha ¢oHe
oxupeHua (poct 168 cm, Bec 87 kr, SDS UMT +3,0). Mpu rocnutanmsaumm 8 MOHUKU — rnukemuna
14,4 MMONb/ N, TMNKNPOBaHHbI remornobuH — 8,9%. aytoaHtutena K GAD — 4,5 ea/mn (Hopma fo 1),
C-nentug — 3,3 Hr/Mn, ycTaHoBReH anarHo3: CaxapHblil AnabeT 1 TMNa, BnepBble BbIABNEHHbIN, UHULN-
MpoBaHa UHCYNNHOTepanuA B CyTouHol ao3e 18 ea/cyT (0,2 ea/kr).

Bniepsble rocnutanusnposaH B OIbY «HMUL| sHaokprHonorum» B Bo3pacte 10,5 ropa: pocT 168,5 cm,
Bec 90 kr, SDS UMT +3,3. Mo faHHbIM Npobbl C HAarpy3KoM yrneBoANCTbIM 3aBTPAaKOM: HAaTOLLaK — F/10K03a
12,8 mmonb/n, C-nentng 2,46 Hr/mn; yepes 1 4 — roko3a 18,6 mmonb/n, C-nentng, 3,65 Hr/mn; yepes
2 4y — rioko3a 17,2 mmonb/n, C-nentug 3,21 Hr/MA; MMUKUPOBAHHbIN remornobuH 10,6%. HLA-Tunmpo-
BaHue: DRB1*01,07-DQA1*0101,0201-DQB1*0501, 0201 (rannotunbl: npeapacronaraoLwmi n HenTpanb-
HbllA). AyToaHTutena: ICA — otpuu., GAD — 2,5 Eg/mn (N 0-1), IA-2 — 25 Ea/mn (N 0-1).

Mpn o6cneposanny B 11 neT: pocT 174 cm, Bec 108 Kr, SDS UMT +3,35, rMKMpPOBaHHbI/ reMorno-
6viH 10,6%; ManbunK NepeBefeH Ha NMOMMOBYI UHCYNMHOTEPaNuio, CyToYHas fo3a UHCynvHa 100 ep
(0,95 ep/Kr/cyT). B cBA3M C HaNUUMEM OXKUPEHUA U COXPaHHON CeKpeLuein MHCyNnHa (6a3anbHblii ypo-
BeHb C-nentuaa — 1,18 Hr/mn) K Tepanumn gobasneHbl npenapatbl 6uryaHngos B gose 1000-1350 mr/cyT.
CyTouHas Ao3a MHCYNMHa cHuXKeHa Ao 60-70 Eg (0,60-0,65 Ea/kr). Mpu o6cnenoBaHm BbiABNEHbI XKu-
POBOI1 renaTtos, AUCInnMaeMus.

B Bo3pacte 15 net: pocT 168,5 cm, Bec 90 Kr, SDS UMT +3,4; rmuKupoBaHHbIi remorno6ut 10,7%; npu
npoBefeHNy TecTa C YrNeBOAHOW Harpy3Kon: HaTowak — roko3a 9,5 mmonb/n, C-nentug 0,83 Hr/mn;
yepes 14— roko3a 19,5 mmonb/n, C-nentug 1,39 Hr/mn; yepes 2 4 — rnoko3sa 17,6 mmonb/n, C-nenTtng,
1,66 Hr/mn. AytoaHTuTena: ZnT8 72.9 Ea/mn (0-15), 1A-2 81,6 En/mn (0-10), GAD 44,6 Ea/mn (0-10).

Ha Bcem npoTsaxeHUN 3a60neBaHNs OTMeYasca BbICOKNIA YPOBEHDb MIMKUPOBAHHOMO reMornobyHa,
00YCNOBNEHHDBIN HA3KO KOMMETEHTHOCTbIO NauueHTa. BaprnabenbHoCTb rrkemun Hu3Kas. KonebaHus
rNKEMUU B CTaLMOHAPHDBIX YCIOBUAX NPY COBMIOAEHNN JNETbl U PeXMMa UHBEKUUIA MHCYNHa BCeraa
oT 4 f 10 MMOnb/N, 0OTMEYaANOChb CHUXKEHWE Beca Ha 2—4 Kr.

YuntbiBaa ANUTENbHYIO COXPAHHYIO CEKpPeLMio UHCYNIMHA, MeASIeHHOe NporpeccMpoBaHmne caxap-
Horo fnabeTa, NpoBeAeHO MONEKYNAPHO-TeHeTnYeckoe uccneaoBaHue, B reHe KLF11 BbisiBneH retepo-
31roTHbI BapuaHT ¢.40 41dupGC (p.Val15GInfsTer41), BepoATHO NaTOreHHbI BapUaHT.

MyTauwnm B reHe KLF11 onuncanbl npyn MODY 7. TeH KLF11 anaeTca rnioko30-MHAYLMPOBaHHbIM pe-
rynatopom reHa INS. Kak 1 gpyrue ¢paktopbl TpaHckpunumm, reH KLF11 nrpaeT BaxkHyio ponb B gndde-
peHUMpPOBKe B-KNeToK NofKenynouHo xenesbl. K HacToswwemy BpemMeHr onucaHo meHee 10 myTauuii
B reHe KLF11, B cBA3M € Yem, laHHbIe MO KIMHNYECKON KapTrHe AOCTaTOYHO MasIouMCIeHHbI. B ocHOBHOM,
3aboneBaHune npoTekaeT aHanornyHo C2 Tvna, BCTpeyaloTcA YNOMUHAHUA O MHCYIMHOMNOTPEOHOCTM.

3AKJTIOMEHME. laHHbIN KNMHMYECKNA MpuMep npeacTaBnseT coboii KOMOMHaLI0 MOHOreHHOTo
1 ayTOVMMYHHOTO CaxapHoro auabeta. Markoe TeueHue 3ab6oneBaHus, OTpULIATENbHBIN TUTP NaHKpea-
TUYecKmx ayToaHTuTen, HLA cpepHero prcka npu maHudectauum 3aboneBaHns, NOCTENEHHOE CHUXe-
HVe VHCYIMHOBOWN CEeKpeLun, BeposTHee BCEro CBUAETENbCTBYIOT O Hauyase 3aboneBaHnA C MOHOreH-
Hol popmbl C[] ¢ AanbHeNWNM NprcoeMHeHNeM ayTOMMMYHHOTO KOMMOHEHTa.

KJTKOYEBBIE CJ/IOBA: CaxapHeili duabem 1 muna; MODY; maturity-onset diabetes of the young; 2eH KLF11
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OMNbIT OBPA3OBATEJIbHbIX N PEABUJIUTALLMOHHBIX MPOEKTOB AJ11 DETEI
nnoaPOCTKOB C CAXAPHbIM AUABETOM B TOMCKOW OBJIACTU

T.B. CanpuHa’, B.M. CkpabuHa?

'Orb0OY BO CublrMY MuHzdpasa Poccuu, 2. Tomck
2bnazomeopumesnsHbili poHO «UNA-MUP», 2. Tomck

Xopoluo n3BecTHO, 4To 06pa30BaHHOCTb B 0611aCTU CAMOKOHTPONA CaxapHOro AnabeTa — BaxKHeN-
WK GaKToOp XOpOoLLei KoMMEHcaLmnn.

LIEJIb — npoaHann3npoBaTb pe3ynbTaTbl BHeAPEHNA B KNTMHUYECKYIO NPaKTUKY NATA COLManbHbIX
obpasoBaTesibHbIX MPOEKTOB ANA AeTell C CaxapHbIM AnabeTom.

PE3YJIbTATbI.

1. CneuvnanusmpoBaHHas CMeHa ANA AeTeli-WHBANMAOB C MHCYIMHO3aBUCMMbIM AnabeTom

«Jlarepb «3Be3gHbli»» (2018- No H.B.):

MpogyKT1BHaA MeanKo-coLmanbHan peabunutauma exxerogHo 40 feTe-nHBanMaoBs (cpopmupoBaHbI
YCTONUMBbIE KOMMYHUKATVIBHbIE 11 SMOLIMOHAsbHbIE CBA3M, MOMyYeHbl MPONOHIMPOBaHHble 3ddeKTbl rpyn-
MoBoO PaboTbl, OTMEUEH BbICOKMI SMOLIMOHAbHBIN CTaTyC 6r1arornosnyyatesnei B KOHLE CMeHbl U MOTUBALWA
yuacTus Ha criefyoLmii CE30H), a Takxke B YaCTU MeAVLIMHCKON abunmtaumm y AeTeld, UMEeIoLLMX Ha Nepuos,
peanu3aumy NpoeKTa cTax 3aboneBaHyA MeHee 3 MecALEeB (0TPaboTaHbl HaBbIKW MHBEKLWI, ChOpMMpPOBa-
Hbl YCTaHOBKW MO KOPPEKLMM NTaHKsA, cbanaHcpoBaH yrineBopaHbIn 6anaHc). Ocobo XoueTcs OTMETUTL 3¢-
ekt «lLikonbl inabeTta», rae pacKpbITbl U MOMHOLIEHHO M3yYeHbl TeMbI, MeloLLe MPAMOE OTHOLLEHWE K MOo-
BCeJHEBHOW XU3HK Gnaronosyyatenei 1 HyxaaloLmeca B KOPPeKLMN B CBA3M C OCHOBHbIM 3aboneBaHviem
(pu3nueckan HarpysKa 1 MHCYIMHOTEPanMA, KOPPEKLMA MKeMUN NPU CTpeccax 1 NPocTyAHbIX 3abonesa-
HVAX 1 T.N.). BbICOKYIO OLieHKy cMeHa nosyumna B xofe 0bpaTHOW CBA3M C pOANTENAMA AeTEN—-HBANNAOB.
2. WHdbopmaumoHHO-06pa3oBaTenbHbIN NpoeKT «3Hail! KoHtponupyii! Oenctyi!» (2019 1.).

[laHHbIN NPOEKT MoKasan NepcrnekTMBHOCTb TeMbl MHPOPMaLVIOHHO—06Pa30BaTeNbHOMO NPOCBe-
LeHnA B 061acTy coumanbHO-3HauUMMbIX 3aboneBaHunii, Taknx Kak anabet. [locTUrHyTbl Takue couu-
anbHble 3pPeKTbl, Kak MHTerpaumsa ycunuin obLiecTBeHHON opraHu3aumm, cneuyanmicToB 1 OpraHoB
BJ1aCTV B OTAEMbHbIX PalloHaX PerMoHa B NOBbIWEHNN BHMaHUA K Npobnemam Sllofel, XUBYLLKX C CO-
LManbHO-3HauMMbIM 3aboneBaHnem: MHPOPMaLIMOHHbI 06MeH, akTyanusauma npobnaem no counanb-
HbIM MpaBam U Nbrotam, KOMMYHMKaTVBHAA JOCTYMHOCTb K pecypcam, MoBbILLaloLWMM KauecTBO XKU3HY,
BHMMaHVe K MHAMBUAYabHbIM 3arpocam, KOHCYbTaTBHaA NoaAepKKa. TBopueckasa cocTaBnAioLias
npoeKTa MokKasana 60JiblUYI0 POsb NHKII03MK B NMpodunakTuke anabeTa, Kak coLyanbHO—3HauIMOro
3ab0neBaHNA, BO3MOXXHOCTb UCMONb30BaTh TBOPUYECKME pOPMaThl AJ1 MPOCBELLEHWA HaceNIeHNsA 1 No-
BbILIEHVA UHPOPMATVBHOCTU B OTHOLLEHWU OCOBEHHbIX AeTel. [IPOeKT NO3BONUN BbIABUTL NPOGNem-
Hble 30Hbl B UHGOPMALIMOHHOM NPOCTPAHCTBE OTHOCUTENbHO COLMaIbHO-3HAUMMbIX 3a60neBaHWiA.

3. WHbopmMaumnoHHO-NpoCBeTUTENbCKNIA NPOEKT «[Jo6poro 3gopoBbal» (c 2018 — no H.B.).
1. TMpoBepeHo 6onee 20 NMHGOPMALMOHHO-NPOCBETUTENBCKUX CEMUHAPOB ANA CNELMannCToB
obpasoBaTesibHbIX OpraHu3aLnii No CONpPoBOXKAEHIO AeTel ¢ AuabeTom 1 co3aaHuio besonac-
HbIX YC/TOBUIA. YHacTHMKN — Gonee 250 yenosek;
2. [poBepeHWe akuuii Mo MHGOPMUPOBAHUIO HaceNeHns o Auabete. YuacTHKU — 6onee 180 ve-
noBekK.
Co3paHue 1 pacnpocTpaHeHne NamATkn «<BHUMaHwe: [lnabet!»
4. Ob6yuyeHue cneymanuctos [JOY ocHoBam conpoBoxaeHua geTeit ¢ CIT B AOLWKONbHBIX yUpex-
AeHMnAX.
5. C 2018 r. opraHn30BaH NOJHbIN LMK CONPOBOXAEHUA AeTell B AOLIKOSMbHbIX yupexaeHnax
(B Tpex panoHax ropopaa 13 uenoBek ycnewHo NONb3yTCA ycnyramym myHuumMnanbHbix JOY
C MOJIHOLIEHHbIM MEeANLIMHCKMM COMPOBOXAEHNEM LMKNa UHCYNMHOTepanuun. B BospacTHow
ouepean 4 yenoseka).

MapTHepbl npoekTa: AAMUHMCTPaumA . ToMmcKa, [lenapTameHT obpa3oBaHUA AQMUHUCTPaLMU,

[lenapTameHT obLero obpasoaHua ToMcKol obnacTu.

w
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4. KoHKypc pucyHKa «[letn o guabete» (2017 r. — no H.B.).

MHKMI031BHBIN 0651aCTHOM KOHKYPC PUCYHKa, HarpaBfieH Ha MOWCK U TBOPYECKOe W3/oKeHUe
nHbopMaLmm O coumanbHO 3HauMmoMm 3aboneBaHun cpeam geteir ¢ CA1 n nx cBepcTHUKOB. bonee
200 yyaCTH/KOB eXerogHo.

Co3paHbl Nnakatbl Ana nonuknvHuk 1 ®Al Ha ocHoBe paboT nobeguTenei.

5. TMpoekKT «[o6pbiii CNOPT» HanpaB/eH Ha OpraHN3aL Mo JOCTYNHON CNOPTMBHOI CpeAbl AnA pas-

BUTUA geTen-nHeannaos ¢ CA1 (2019 1. no H.B.)

Co3paHa ocHOBa fns pa3BuTKA geTein-nHBanngos ¢ C[11 B CNOPTMBHOW Cpeae: NoAroToBneHbl 60-
nee 80 cneunanncToB, paspaboTaHa crcTema TbIOTOPCTBa C MEANLMHCKON CTOPOHbI, MOAMNUCaHbI CO-
rnaleHns o COTpyaHUYECTBe C pALOM opraHu3auuii. lNpogomkaeTcs paboTa ¢ LeneBol ayautopuren
no nonynapusaumun usnyeckomn Harpysku. PeannsosaHbl cieayolime MeponpuaTA: CeMrHapbl ANl
TpeHepos «CrnopT 1 AnabeT: peKomMeHAALMN MO CONPOBOXKAEHUIO», CEMUHAP ANA poauTenei no co-
NPOBOXAEHUIO Ppr3nyeckon Harpyskun y getein ¢ C[11, cemrHap Ans feTei No yCreLwHoW KOMMNeHca-
unn dbu3nyeckomn Harpysku, nsgaHue nocobus «Cnopt. Jetu. Anaber» (200 3K3.), NamATKa No Kynu-
poBaHWMI0 onacHbIX cocTosHUI (200 3k3.), NepBbiii ropoackon decTBanb 3L0POBbSA (TaHLEBaNbHbIN
MapadoH, Aspmapka [JobpbIx CNTOPTUBHbIX LLKOJ, TPe3eHTaLyA IMHENKM Nosie3HOro nuTaHns, flopofok
340pOBbA).
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= MuH3gpasa Poccum 3HJOKPUHOJIOTOB

TEPANUA MODY3 Y [IETEN: OMNbIT NEPEBOAA HA MPEMAPATbI
CYNIb®OHUJIMOYEBUHDI

E.A. Ceuko, J1.U. 3unbbepmaH, T.J1. KypaeBa
OrbY «<HMUWL sHOokpuHono02uu» M3 P®, Mocksa

MODY (maturity-onset diabetes of the young — guabeT B3pocsioro Tuna y monogbix nui) — obuee
Ha3BaHNMe MOHOTEHHbIX AUCOYHKLMIA B-KNETOK NOAXeNyAOUHON »Kene3bl, KOTopble XapaKTepur3yoTca
ayTOCOMHO-AOMMHAHTHBIM HaCNeA0BaHNEM, HauyasioM B MOJIOAOM BO3pacTe (BO BTOPOM WS TpeTbeM
[EeCATUNETNAX), OTCYTCTBMEM ayToaHTuTen (AT), XxapaKTepHbIX AnA caxapHoro Avabeta 1 tuna (CA1),
OTCYTCTBMEM NPU3HAKOB METaboNMYECKoro CMHAPOMA, a TakXKe COXPaHHON ceKpeLmein SHAOreHHOro
nHcynuHa. MODY3 obycnoBneH retepo3nrotHbiMm myTaumamm B reHe HNF1A. MODY3 — ofHa 13 Hau-
6onee yacto BcTpeyvatowmxca opm MODY. XapakTepHbiMu ocobeHHocTaMn MODY3 sBnstoTca rnoko-
3ypuA (B TOM Ymcae Npu KOMNeHcauumn yrineBogHOro obmeHa) 1 Bbicokan 3¢deKTrBHOCTb NpenapaToB
cynbdoHunmouesurHbl (CM). B gebiote caxapHoro guabeta (C/1) BO3MOXHa KOMMeHcaums yrneBogHoro
obmeHa y nauyuneHtoB ¢ MODY3 npwu cobniogeHnn aneTsl, No Mepe NporpeccMpoBaHmna 3aboneBaHnaA
npenapatamu Bbibopa asnaoTca CM.

LIEJIb — npoaHanu3uposaTtb 3dpdekTmBHocTb Tepanuu CM naumeHToB B BO3pacTe fo 18 net
¢ MODY3, noatBepXAeHHbIM NPy MONEKYNAPHO-TeHETUYECKOM NCCIeA0BaHUN.

MATEPUAJIbI U METOADbI. Mpy monekynapHo-reHeTnyeckoM obcnefoBaHnm 210 nayneHToB
¢ nogo3peHnem Ha MODY (BO3pacT AMarHOCTKM HAaPYLIEHWNIA YrNeBOAHOrO OOMEeHa COCTaBNAN MeHee
18 net), MODY3 6bin BepudumumposaH y 22 (10,4%) (21 npobaHaa n 1 cnbc). MpoaHanmsnpoBaHa Tepa-
nua naymeHToB ¢ MODY3 npu guarHocTtrke CJl, B AUHAMMKe A0 U NOCSEe reHeTUYecKon Beprudukaunm
AvarHo3sa. [laHHble npeAcTaB/eHbl B BUAE MeAMaHbl Y MHTEPKBAPTUIbHOMO pasmaxa (Me [25; 75 nep-
LeHTUNb]).

PE3YJIbTATbI: Bo3pacT AMarHoCTMKM HapyweHwin yrneBopgHoro obmeHa coctaBun 12 net
[9,9; 15,4] ner. HbAWc— 6,6% [6,4; 7,8]. Mpwu gnarHocTrke Cl] caxapocHmatowwas Tepanms Obina HasHaveHa
B 45,5% (n=10), B Tom uncne B 27,4% (n=6) — nHcynuH (0,1-0,2 en/kr/cyT), B 13,6% (n=3) — meTdopMuH
(500-1000 mr/cyT), B 4,5% (n=1) — CM (rnuknasug 30 mr/cyT, rnumenupug 1 mr). 54,5% (n=12) nauyunex-
Tam 6blna pekomMeH0BaHa amneTa.

Mpn anHaMMYeCcKoM HabMIOAEHUN [0 FreHeTUYeCKo BepuduKaLmmn anarHosa (4AnTeNbHOCTb 3a-
6oneBaHus 2,2 roga [0,9; 3,9]) 59% nauneHToB (n=13) Nonyyanu caxapocHmxatoulyio Tepanuto: 31,8%
(n=7) — uHcynuH (0,1-0,2 ep/Kkr/cyT), B 22,7% (n=5) — meTdopmuH (500-1000 mr/cyT), B 4,5% (n=1) —
CM (rnnknasug 30 mr/cyT). YpoBeHb HbA1c cocTaBun 6,5% [6,1; 7,7]. Taknum o6pazom, uepes 2 roga oTme-
YaeTcA HeKoTopasa MHTEHCMMKALMA Tepanumy B BUAE YBENNYEHNA KONMYECTBa 6ONbHBIX, MOMTyYatoLwmx
WHCYNWH 1 6uryaHugpl (no 1 ven.).

MonekynapHo-reHeT4yeckas Bepudmkauma amarHosa MODY3 nossonuna HasHauuTb npenapatbl
CM Bcem 59% nauuneHToB (n=13), NoNyYaBLUMX CaXapOCHMKaIOLLYyIo Tepanuio, B TOM Yncie 5 nauyuex-
TaMm B C MOJSIHOW OTMEHOWN MHCYNMHa: rnbeHknamug (1,5-10,5 mr/cyT) (n=6), rmmknasug (15-60 mr/cyT)
(n=5, B TOM uncne y ogHOM NaumeHTKN B KOMOMHALMMN C MHCYIMHOM FnaprH), rnnmenupug (1-2 mr/cyT)
(n=2). B 1 cnyyae npofoskeHa Tepanms MHCYIMHOM. 2 naumeHTam (9%) Ha3HaueH MeTGOpPMUH B CBA3N
C BbIABAIEHHOW MHCYNMHOpPe3nCTeHTHOCTbIO (UP). Y 27,4% (n=6) NauneHTOB KOMMEHCaLMM yrieBOJHOro
obmeHa yaanocb focTnyb Ha GoHe aneTbI.

KNUHUYECKNIA NMPUMEP:

MauneHT H., B 11 neT Bnepsble Cly4anHO BbiABMIEHA rMNePraMkeMmna HaTowak 6,8 mmonb/n, HbATc
7,3%. PekomeHposaHa gueta. Mpu ob6cnegosanum 8 11,5 net: UMT: 26 kr/m? (SDS UMT +2,4), HbA, . —
6,7%, AT K GAD, ICA, IAA — oTpuuaTenbHbie. [pun npoBefeHN OpanbHOrO rI0KO30TONIEPAHTHOrO TecTa
YPOBEHb IMNKEMUW COOTBETCTBOBAN AnabeTnyecknm 3HayeHmam (0 MuH — 7,1 mmonb/n, 120 MUH —
12,8 MMOb/N), FTUNEPUHCYAIVIHEMUW He BbIABMIEHO (YpOBeHb MHCYNMHa 0 MH — 6,7 MKE/mMn, 120 MUH —
41,4 mkE/mn), VP Takxe He obHapy»keHo (HOMA=2,11). YunTbiBaa Hanuume oxnpeHus, otcytctaue AT,
ycTaHoBneH AnarHo3 «CaxapHblii auabeT 2 Tuna», HasHayeH MeTdopMuH B fo3e 500 mr/cyT. B Bo3pacTte

.
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12 net posa meTdopmuHa 6bina ysenuueHa go 1000 Mr/cyT B CBA3M C HapacTaHueMm ypoeHA HbA
[0 7,8%. YunTbiBas OTArOLEHHbIN HAaCNeACTBEHHbIN aHaMHe3 B Tpex nokoneHuax (y otua, 36 net, C[
€ 26 neT (Tepanva UHCYNNHOM), Y TeTM No oTuoBcKon nuHumn Cl ¢ 38 net (gueTa), y ABOIOPOAHOrO Aefa
no otyosckon nuHum C1 ¢ 30 neT (Tepanua MHCYNIMHOM)), NPOBEAEHO MONEKYNAPHO-TeHeTNYeCKoe
nccnepoBanus reHa HNF1A, BoisisneHa myTtauus Pro291fsC. Takom o6pa3om, NoaTBepKaeH AuarHo3
MODY3. B cBAi3n ¢ 3Tum B 13,5 neT MeTPOPMUH Obl1 OTMEHEH, Ha3HaueH MubeHKNamung B fose 7 Mr/cyT.
Ha ¢poHe Tepanum rmunbeHknammaom yposeHb HbA, cHusunca ao 6,1%.

BbIBOAbI. [letam c MODY3 npu anarHoctrke CIl B 41% 6blna Ha3HauyeHa NaToreHeTNYeckn Heo-
60CHOBaHHasA Tepanus, B TOM uncine B 27,4% — WMHCYNVH. MonekynsapHo-reHeTnyeckas BepudrKkauma
MODY3 nossonuna noBbliCUTb AOMIO NaLMEHTOB, Nonyyaowmx npenapatbl CM ¢ 4,5% po 59%, B Tom
yncne C NOSIHOWM OTMEHOW MHCYNNHA Y 5 NaumeHToB 13 (22,5%). KnuHnyeckuin cnyyan geMoHcTpupyeT
60nee BbICOKYI0 3QpdEKTNBHOCTb Ha3HaueHn npenapatos CM no cpaBHeHUIO € buryaHuaamu y naum-
eHTa c MODY3, HecMOTpsA Ha Hannune OX1NpeHus.

Y naumeHTOB C OTArOLEHHOW HacneACcTBeHHOCTbIo no CJl, otcyTcTtBuem AT, OTCYTCTBUEM UK He-
60sbLLION NOTPEOHOCTbIO B UHCYNIMHE PEKOMEHAYETCA MPOBEAEHNE MOJIEKYNAPHO-TeHeTNYeCKoe nC-
CnefoBaHUsA reHoB, OTBETCTBEHHbIX 3a pa3BuTe MODY. Mpu anarHoctuke MODY3 Haunbonee addek-
TUBHO Ha3HauyeHue npenapaTtos CM.
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MOTUBALMOHHO-NOBEAEHYECKUIA KOMMOHEHT CTPATET W YNPABJIEHUA
CAXAPHbIM AUABETOM 1 TUNA Y AETEM M NOAPOCTKOB

E.J1. CupeneBa, U.10. YepHsk, .M. TonoBeHKO
6Y3 «/lemckas kpaegas knuHu4eckas 60nbHUYa», 2. KpacHooap

YuntbiBas HeYKNOHHbIN pocT 3aboneBaemoctn C[11 3a nocnepHve rogpl, Npobnema MoTMBMPOBa-
HWA K yAep»KaHMo akTMBHOCTY No ynpasneHuntio CL11 coxpaHAET CBOIO aKTyanbHOCTb.

LEIb UCCNEAOBAHUA: n3yunTb AMHAaMUKY M3MEHEHWA YPOBHA OTHOLIEHMA K 3aboneBaHuio
y petei, 6onbHbIX C[11, Ha dOHe KOMNNEKCHOTO NeYeHUn C NOAKIIYEHEM NCUXONOrMYECKOro Conpo-
BOX/EHUA U BbIPabOTKY KOMWHI CTpaTeruii.

MATEPUAbI U METOAbI: noa HabnogeHnem Haxoaunocb 65 aetein (36 manbunkos (55%) 29 ge-
BOYeK (45%)) B Bo3pacTe 14-17 net ¢ C11, AnnTENbHOCTLIO 3a60NeBaHMA OT 6 MmecAueB Ao 5 net. Ucnbl-
Tyemble 6biny pasgeneHbl Ha 2 rpynnbl. MepByio (KOHTPONbHYO) cocTaBunun 35 Yenosek, nosyyaslune
paccumTaHHylo MHCYNMHOTEPaNWIo, AMETOTePanmio, A03MPOBaHHble Gu3nyeckmne Harpysku. Bo BTopoii
rpynne (ocHoBHoW), coctaBuBLLel 30 yenoBek, 6a3ncHoe neyeHne 6610 AONOAHEHO 3aHATUAMM C NCU-
XOJSIOrOM (4—6 NHAMBUAYaNbHbBIX 3aHATUN).

[InA oueHKM ypOBHA OTHOLLEHWA K 3aboneBaHunio Hamm 6bin NprMeHeH onpocHuK «TOBOST». B knn-
H/KE XPOHMYECKMX COMATUYeCKMX 3aboseBaHWI faHHaA MeTofMKa MCMosb3yeT NMCMXoAMarHocTmye-
CKUI TecT ANnA OUEeHKN NMYHOCTHOrO pearnpoBaHnA Ha 6onesHb (12 TMNOB OTHOWEHUA K 6onesHu),
SMOLMOHANbHBIX NEPEXMBAHWI, CBA3aHHbIX C 60NE3HbIO B NepUoS CTaUMOHAPHOrO JleYeHns 1 peabu-
nuTaymm 60nbHbIX. MOTVBaLMOHHO-NOBEAEHYECKNII KOMMOHEHT OTparkaeT BblpaboTKy onpeaeneHHomn
cTpaTeruy NoBeAEeHWA B KMU3HEHHbIX CUTYaLUMAX B CBA3M C 60ne3HbIo (MPUHATUE «ponin» 6ONbHOrO, aK-
TBHOe ynpasneHne C11, nrHopupoBaHue 3ab6oneBaHnA « OTPULIAHUEY, NECCUMUNCTUYECKIME YCTaHOBKM
nepeBecTn Ha NO3UTUBHbIE 1 MP.).

PE3YJIbTATbI. TecTvpoBaHue nauneHTOB NPOBOAMNOCH [0 Havyana 1 Nocsie OKOHYaHWA fleyeHuns.
o AaHHbIM MOBTOPHOrO TECTUPOBAHWUA Y AeTell OCHOBHOW rpynmbl 3aHATUA C MNCUXOIOrOM NpuUBeni
K 3HAUMTENIbHOMY CHUMXEHWIO HeraTVBHOIO OTHOLLEHUA K 3aboneBaHmio y 76% (23 pebeHKa) naLueHToB.
B KOHTpONbHOW Fpynne faHHbIN NOKa3aTenb CHU3MACA Nnlwb Y 31% (11 yenoBek) 6onbHbIX. Obpalyaet
Ha ce6A BHMMaHVe NO3UTUBHbIN HACTPOW AETEN K XKU3HWU NOCIE 3aHATUI C NCMXONOroM. <FapMOHUYHbBIN»
TN pearnpoBaHnA Habnopanca y 57% (20 yen.) NPOTECTVPOBaHHbIX NEPBON (KOHTPOSIbHOW) FpyMmbl
n'y 80% (24 yen.) y4aCTHUKOB OCHOBHOW rpymnbl NCUXONOMMUYECKON KOPPEKLMU, YTO CBUAETENLCTBYET
0 60s1bLLEN NONOXUTENBHON AVHAMMKE XXU3HEHHOW OpueHTauum y nogpoctkoB C[1 oCHOBHOW rpynnbi.

«[apMOHWNYHBINY TUN pearnpoBaHUA NaLNEHTOB NpeAnosaraeT afeKkBaTHY OLEHKY CBOEro coCTo-
AHWA, aKTVBHOE yyacTue B yrnpaB/ieHnn 3aboneBaHnem, KOMMIaeHTHOCTb Bpaya 1 NaLyeHTOB U B TO Xe
BpEeMA XapaKTepur3yloTca CTPeMSIEHNEM NPeoaoneTb 3aboneBaHmne, HeNPUATUEM «PON» 6ONbHOTO, CO-
XpaHeHVeM LleHHOCTHOW CTPYKTYpPbl M akTUBHOTO COLManbHOTO GYHKLMOHPOBaHWS.

BbIBOJbl. OueHKa ypoBHA OTHOLeHMsA K 3aboneBaHutio y aetein ¢ C11 onpepenseT KOMUHr-CTpa-
Teruo ynpasneHua 6onesHblo. MogKnoueHne NCUXoNOrMyeckoro CoONPOBOXAEHNA K KOMMIEKCHOMY
neyenuto CA11 y geteit NPUBOAMUT K CHUXKEHWIO YPOBHA HEraTUBHOIO OTHOLLEHNA K 3aboneBaHuto, 4To
Cnoco6CTBYyeT CTabMNM3aLmMmn SMOLMOHANIBHOFO CTaTyCa, YNyylleHVIo KoMneHcauuy 3aboneBaHus, no-
BbILUEHMIO KaYeCTBa XM3HW AeTel 1 akKTVBHOMO COLanbHOro GpyHKLMOHNPOBAHUA.
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CNYYAN MUKPOANIbBYMUHYPUN Y MOAPOCTKA C CAXAPHbIM BUABETOM
1-ro TUNA N HE®POMNTO30M

[.10. CopokuH, J1.W. 3unb6epmad, O.H. Nlantes, T.J1. KypaeBa, O.5. be3nenkuHa

OrbY «HayuoHaneHeil MeAUYUHCKUU ucciedosamesnbckuli YeHmp SHOOKPUHOI02UU»
MuH30pasa Poccuu, Mockea

BBEJAEHUE. MukpoanbbymuHypus (MAY) npu caxapHom auabete (CLl) aBnseTca Hanbonee paHHUM
KJIMHUKO-NIab0PaTOPHbIM MapKepom AvabeTnyeckolri HeppomnaTtvy, KoTopas MOXET MporpeccupoBaTb
[0 CTaAnn NOYeYHOM HepocTaTouHOCTY. C pa3BUTMEM TEXHONOMIA CHA3UAMCH YAacTOTa U BbIPaXkeHHOCTb Ae-
KoMneHcaLmm obMeHHbIX NpoLeccoB y aeteit ¢ CL 1 Tvna (CA1), 4To NPUBENO K CHUXKEHUIO YacTOTbl BCTPe-
YaemocTun ocnoxHeHui CIl B aetckor nonynauum (go 18 net). OgHako B nogpocTkosow rpynne geten ¢ CA1
coxpaHAeTcA Neproanyeckoe ymepeHHoe nosbilueHrie MAY, He cBA3aHHOe ¢ ArabeTnyeckoi HepponaTren.

MATEPWUAJbI U METOAbI. MaumnenTta K., 17 net. CA11 ¢ 2012 1. (c BO3pacTa 9 net), B TeueHue 8 ner.
MaHundecTtauma ¢ KnaccuYecKMmMy CUMITOMaMU B COCTOAHUM AnabeTnyeckoro Ketoaumaosa. HasHaue-
Ha UHCynrHoTepanusa, ¢ 2013 . HAXOAWTCA Ha MOMMOBOW MHCYNMHOTepanuu. [leBouka oT 1 6epemeH-
HOCTW, MPOTEKaBLIen 6e3 0CO6EHHOCTEN, PoAbl CPOYHbIE, Macca Tenla — 3950 r, gnnHa Tena — 52 cm.
HacnefcTBEHHbIV aHaMHe3 MO HapyLUEHMIo YrNeBOAHOro obMeHa He oTaroweH. C poXxaeHnsa oTmeyaeT-
CA YMepeHHOoe YCKOpeHre TeMNOB pocTa (Bbllle cBonx cBepcTHUKOB). C 2014 1. (11 neT) AeBoYKa 3aHu-
MaeTca npodeccruoHanbHo 6ackeTbonom (exxeaHEBHO).

Co cnos, nepuogunyeckme nogbembl MAY B pa3oBoii nopumm Bbiaenatotca ¢ 2015 . (12 net, gnmtenb-
HocTb CJ1 3 rofa). AHTporNomeTpuyeckme AaHHble OTCYTCTBYIOT, iedeHune He nonyyana. C 2019 . (16 ner,
anutenbHocTb CLl 7 neT) nepectana npodeccroHanbHO 3aHUMaTbCst 6acKeTOONOM, BbIpaXXeHHOCTb MAY
yMeHbLmnaco. B nekabpe 2019 r. MAY 383,2 mr/n, Hepponorom yctaHoBneH AnarHos: lnabetnueckan
HedponaTns, cTagnsa MUKpoanbbymuHypum, HOI 1 cT.; conyTcTBylowmi: AncmeTabonnyeckas Heppo-
naTus, okcanypwus; HepponTo3 npasoi nNouku. HasHaueHa Tepanua MANQ® 2,5 mr/cyT. B ganbHenwem
MPOBOAWNICA PEryNApPHbIi KOHTPonb MAY, Tepanua nAMN® 2,5-5 mr/cyT. InHammnka HbA, 3a Bce Bpema
3abonesaHua — 6,5-7,5%.

Mpu ob6cnefosanum B ®reY «HMUL, sHpokpuHonornm» Munsapasa Poccun B dpeBpane 2021 ropa
(17 net, pnutenbHoctb CL 8 neT): poct 171,2 cm, SDS pocTa 1,25, Bec 65,4 kr, SDS VIMT 0,33, TaHHep 5,
MEHCTPYanbHbIA LMKA perynapHblil. CyTouHas notpebHOCTb uHcynuHa 0,8-0,9 E[/kr/cyT. HbA, 6,8%.
YcTaHOBNeHa AncTanbHaa anabeTnyeckas NonMHeponaTusa, CEHCOPHbIN Tin. Ha ¢poHe Tepanun nArf®
2,5 mr/cyT MAY B pasoBoii nopuum ctos oT 13 Ao 64 mr/n (nexa cobpatb He MONYUMIOCh) NPU HopMarb-
HOM COOTHOLUEHUN anbOyMrH/KpeaTuHWH. Y3/ noyek — npaBOCTOPOHHUIA HePPONTO3, NapeHXmMa rno-
Yek 6e3 n3MeHeHUI (AncTonuA NpaBoi Noukn?). [laHHbIX 3a apTepuanbHy rMnep/rMnoTeHsnIo He Mo-
nyyeHo. KoHcynbtaumsa Hedponora — [lnabetnyeckas Hepponatusa; HedponTo3 (ancTonuma?) npasom
MOUKWM; XpoHunyeckas 6onesHb noyek | ctagum (CIAl) Ha PpoHe HeppoNpOTEKLMU MO MEXAYHAPORHOW
knaccudpukaumm KDOQI (pCKOD no ¢. Weapua (k-36,5) 83 mn/muH, CKD-EPI — 100 mn/muH).

YuutbiBaa pe3ynbratbl Y3M nouyek, Hannune 3HauMTenbHOM GU3MYECKON Harpys3ku B aHamHese
(6ackeT60), NePCUCTEHTHOE NOBbILLEHKE anbOyMMHa Mo AaHHbIM 3-x MAY (pa3oBas nopuus) 6e3 yse-
NINYEHNA COOTHOLIEHUA anbOyMMH/KpeaTUHWH, 60oMblue AaHHbIX 33 HannumMe NepCcUCTEHTHOM MUKPO-
anbbymmHypum, obycnoBneHHo HepponTo30M (ANCTONWA NPABO NMoukK?). BepoATHbIMU NpUYnHaMu
NnepcUCTeHTHOroO noBbilweHna MAY ABRAIOTCA aHTPONOMETPUYECKMe 0COBEHHOCTM B BUAE POCTOBOMO
CKauka B nybepTaTe u/unu pedurunTta/HefocTaTka Macchl Tefia, HebpOonTo3 MW BbICOKas NMOABUXHOCTb
royek, perynspHble 3aHATAA CnopToM. [aToreHe3 AaHHOrO COCTOAHNA CBOAUTCA K HATSXKEHMIO NoYey-
HOIM HOXKM U, KaK CeacTBre, yBenuyeHmnio unbrpaummn. OnpepeneHne anbbymmHa moun yTpoMm B ro-
PU30HTaNIbHOM MONIOXKEHUW MO3BOJIAET UCKIIOUYNTD 3TO.

BbIBOJbl. HecmoTpa Ha Hanuuune npegpacnonaratowmx ¢pakropos nosbiweHna MAY B nogpocT-
KOBOM BO3pacTe, HeOOX0AMMO TLlaTeNbHOEe 06CNeJoBaHNE U KOHTPOJSIb C LieIblo UCKIIOUEHNA Havarb-
HbIX NPOABNEHNI ArabeTnyeckon HedbponaTum Npu anutenbHom TeyeHun CJ.

KJIKOYEBbIE CJTIOBA: caxapHeili duabem; noOpocmku; MUKpOaabbyMuHypus; Oudbemudeckas Hegpponamus.
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OCOBEHHOCTU TEMEHUA AETCKOITO MYJIbTUCUCTEMHOIO

BOCMNAJINTENIbHOIO CUHAPOMA, BbI3BAHHOIO HOBOI1 KOPOHABUPYCHOI
WHOEKLUEN (COVID-19) HA ®OHE AEKOMMEHCALUN CAXAPHOIO
BAWNABETA 1 TUMA 1 OCTPO NOYEYHON HEQOCTATOYHOCTM.
OMUCAHUE KJTMHUYECKOIO CJIYYAA

A.H. TawkoBa, U.B. TyH6uHa, K.A. Knumosa
6Y3 YO/KB, Poccus, 2. YenabuHck

B HacTosAL ee BpemMsA eCTb CBefieHUA, YTO HOBasA KOPOHaBupycHasa nHdekuma COVID-19 nveet 60nb-
Lue NIETKNX 1 6eCCMMNTOMHbIX popm B feTcKoi nonynaumu. C mapta 2020 r. n3 psaa eBPONeicKnX cTpaH
1 CLWA cTanu noctynatb coobLieHrs O AeTAX C HOBbIM 3aboNieBaHMEM, MMEIOLLMM NPU3HaKK GonesHn
KaBacaku (BK) n cuHgpoma Tokcmueckoro woka (CTL), nonyunBlunMm oaHO M3 Ha3BaHWU — [eTCKU
MYNbTUCUCTEMHBIN BOCManuTenbHbI cuHapom (AMBC), accoumnmpoBaHHbii ¢ COVID-19.

LIEJIb — onucaTb KNMHUYECKWIA Cinyyail MaHupecTaLnm AeTCKOro MySbTUCUCTEMHOMO BOCManu-
TENbHOro CYHAPOMA aCCOLMMPOBAHHOIO C HOBOW KOPOHaBUPYCHON UHGeKLMeln Ha poHe fAeKoMMeHca-
LMK caxapHoro avabeTa 1 Tvna ¢ pasBUTMEM OCTPOI MOYEYHON HEAOCTAaTOUHOCTH.

MATEPUAJbI U METOADbI. MNpoaHanusnpoBaHa ncropus 6onesHn naumeHTkn H., HabnogasLwen-
ca c gnarHosom CaxapHbli anabet 1 Tvn, HaxoAmMBLUecA Ha neveHnn B focyaapcTBeHHOM GI0AXKETHOM
YUpPEXAEHNN 3ApaBoOXpaHeHuns «YenabuHckan obnacTHasa feTckan KNnmHuYeckas 6onbHmua» B 2021 T.

PE3YJIbTATbI. [leBouka H, 16 net, 06.01.2021 r 5KCTPEHHO MOCTyNuWIa B OTAENEHVE peaHMaLmm
N UHTeHCcKBHOM Tepanum FBY3 YOKB.

AAHHbIE AHAMHE3A. MaHndecTauma C[11 knaccuueckas ketoaumposom. Ctax 3abonesaHua 2,5 ropa.
MocToAHHO nonyyana nHcynMHoTtepanuio B pexume MWW (MHcynuH acnapT, AeTemmp — B CYTOUYHOW fo3e
0,6 en/Kr). [MMKMPOBaHHbIV reMorno6uH 9,7%. MMUKeMNYeCKNI KOHTPOSTb HeYOBIETBOPUTENbHbIN, EXKerop-
Has AeKkomneHcauma, Ha poHe HapyLLeHWA BBEAEHWA NHCYNVHA, NPOMYCKOB MHBbeKLMI, OLLMOOK B nopacyeTe
XE v HapyweHua aveTsl. MocnepHsas AekoMneHcauus B ceHTabpe 2020 rofa, keToaumpos. Hactoslee yxya-
weHve 05.01.2021 — cBA3aHO C HapyLUEHVEM PEXVMA UHCYNMHOTepanumn (pebeHOK He perynapHO BbiMos-
HAN MHBEKLUMM MHCYNINHA B TeueHne 2 Hep). Kanobbl Ha MHOTOKPaTHYIO PBOTY, FOSIOBHYIO 6011b, HapyLUeHVe
CO3HaHWA. DKCTPEHHO rocnuTanusmpoBaHbl B b r. Muacc, Ha MHPY3MOHHYIO Tepanuio, UHCYNMHOTepanuio
He3HauunTe/lbHaA NONOXWTeNbHAA AUHaMIKa, dBakyupoBaHa B ['bY3 YOJIKB B otheneHne peaHuMaLmmn 1 UH-
TEHCVBHOW Tepanuu Mo TSHXKECTN COCTOAHUA. DNMAEMMOIIOTMYECKNIA aHAMHE3: KOHTAKT C 6abyLLKOW, KoTopas,
nepeHecna COVID-19 c KT-npusHakamyi MHEBMOHMM 1 MOPaxeH1eM ero4HoN napeHxmbl 28%.

CTATYC NPU NOCTYMJNIEHUW. CocTosiHMe KpaliHe TsxKenoe, obycroBneHHOe MeTabonmueckmm
HapyLueHuamu, komol Il. OueHka no Masro 8 6anno.. Ha ocmoTp peakumu He 6bino. CoxpaHeHa 6one-
BasA YyBCTBUTENIbHOCTb. Pe3kuii 3anax aLeToHa B BblAblxaeMOM BO3fyxe. KoxHble MOKpoBbl GnefHble,
AvencTble, cyxme. KOHeUHOCTV xonopaHble Ha owwynb. Ofpllika CMellaHHOro xapakTtepa, Y[l 36 B MuHy-
Ty, ayCKyNbTaTUBHO [blIXaHWe XeCTKoe, XpUnoB HeT. CeppeyHble TOHbI MpUryLeHbl, Taxmaputmma. YCC
103 B MUHYTY. XXMBOT MArkMi, 6e360ne3HeHHbIN. MeyeHb A0 2 cm 13 nog Kpas pebpa. CTyna He 6bino.
Iunypes cHuxeH (Temn guypesa 1,8-0,5 mn/kr/uac). Mpu nabopatopHom obcnefoBaHUM: B 06LLem aHanvse
KpoBu-nenkouutos 1o 38,5x10 9 ¢ BblpaxeHHbIM HelTpodunesom ao 78%, CO3 25 mm/u. MoBsbiweHne
KpeaTuHHa — 123 mkmonb/n, CPBb — 12,78 mr/n. KLLC: pH 6,73, pCO2 14,9, rnioko3a KpoBu 35 MMosb/n,
rematokput 57%, BE — 29,7, Kanuin 5,94 mmonb/n, HaTpuii 165MMonb/n, Kanbumii MOH 1,93 mmonb/n,
Xnop 117 mmonb/n. B obwem aHanuse moun: 6enok — 0,33 r/n, n — 2-3 B n/3p., 3p. — 6onee 100 B n/3p.,
caxap — 112 mmonb/n, aueToH — 5 mmonb/n. SKI — ymepeHHas cnHycoBas Taxukapauna ¢ YCC 107 B MUH.
YanuHeHHbI nHTepsan QT. Y3W opraHoB 6ptoLLHOI NONOCTH, Nouek — Anddy3HbIe N3MEHEHUA NEYEHW,
napeHx1MMbl noyek. Pasmepbl NogxenyA0oUHON xene3bl MeHbLLe BO3PacTHON HOPMbI.

Mpu ponnneporpadun B 6acceiiHe cermeHTapHbIX BETBEN MOUYEYHbIX apTEPUI perncTpupyetca
HOPMOCKOPOCTHOW HOPMOPE3NCTEHTHBIN KPOBOTOK.

PeHTreHorpadusa opraHoB rpyHoii KNeTky — AaHHbIX 3a BOCMaNMTENbHbIN 1 cnelmduyecknin npoLecc

) Accouunauuns
i’ 30PABOOXPAHEHMSA OGujecTBerHas opranusamms ';‘ SHA0KpWHONOr0B
[ POCCMIACKOW ®EREPALIMN  OIBY «HMULL 3HOOKPUHONOTUMY  pocemiickas AcCommALs CarxT-MeTepbypra

HeT. KT opraHoB rpyHomn KneTkn — KT-npr3HaKoB NaTonorim opraHos rpyAHON NOMOCTU He BbIABNEHO.
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

J

O6cnepoBaHa Ha COVID-19: MNUP ma3ka 13 Hocornotkn — PHK SARS-CoV-2 He o6Hapy»KeHo (B3AT
ABaXAbl), PN CEPOJSIONMUYECKOM NCCNeoBaHNM BbiABNEHbI cneumdunyeckmne IgM, IgG, cBnaetenbcTByio-
Lye O HaNMYnmM NHPeKLMU.

H 9-e cyTkn npebbiBaHusa B OPUT cocTosiHMe pebeHKa ¢ oTprLaTenbHOM AUHAMMKOW, TAXKENoe, CoXpa-
HANCA MeTaboNMYeCcKnin aunao3, NacTo3HOCTb BEK, KUCTel, CToM, 60/ B KNBOTe, OTpULLATENbHbIN Anypes,
remopparuyeckas cbinb B 061acTv rpyau. 3apernctpmpoBaHa oTpuLaTenbHasa AnHaMmmKa 1abopaTopHbIX
nokasarenieii— nosbiweHne amunasbl (100 e/n), CPB (19,64 mr/n), KpeaTuHUHa (306 MMONb/N), MOYEBUHBI
(21,34 MKMONb/N), NOBbILLEHME YPOBHS NMpoKanbLUTOHUHA (> 10 Hr/mn), [-gumepa (2694 Hr/mn), deppu-
TVH 446,8MKr/n, TAXenas aHemuaA (CHYKeHWe 3puTpoumToB Ao 1,8, ypoBHA remornobrHa Kposu o 58 r/n),
rmnoanbbymvHemma (06wmin 6enok 42 r/n, anbbymuH 24 r/n), no Y3/ opraHoB 6pioLLHOM NONOCTY CBO-
60[Hasn XKMAKOCTb B ManoM Tady o6bemom o 130 mn. Mpu Y3 cocyfoB NOYEK CHUXKEHME CKOPOCTHbBIX
noKasaTesnel Ha YPOBHE CErMEHTaPHbIX 1 MEXONbKOBbIX MOYEYHbIX apTePUIA.

Ha 13-e cyTKu Bbipa)eHHbI1 601eBOI CMHAPOM — 60/b B HUXHUX KOHEYHOCTAX, B 06/11acTh Ta3o-
6epeHHbIX CYCTaBOB, NepefHe NoBepXHOCTY beaep u roneHel, (pebeHoK 6bin He B COCTOAHUM CamMo-
CTOATENbHO NepeaBuraTbea).

Ha 29-e cyTkn npebbiBaHMA B CTaLuMOHape NnosABneHVe Kanenb anol KPoBK B KOHLEe Aedekaumm
Ha doHe odopmneHHoro cTyna.

YuuTbiBas AaHHble AMMAEMUONOrMYeCcKOro aHaMHesa, pesynbTaTbl 06cnefoBaHnsA Ha SARS-COV-2,
N3MEHEHWA B KNMHNYECKMX N BUOXMMNYECKUX aHaN3ax KPOBW BbICTaBNeH AnarHos: CaxapHbli anabet
1 ™1n, gekomneHcauus. nabetnyeckas koma. [inabetnyeckas CMMeTPUYHaAsA MOTOPHO-CEHCOPHasn
nonvHenponatys, sHUedbanonaTms. MynbTUCMCTEMHbIA BOCMANIMTENbHbBIA CUHAPOM, acCOLMMPOBaH-
HbIn ¢ COVID-19. BTopuuHbI apTpuT, nonnapTpuT. Nponanc MMTpanbHOro KnanaHa 1 ctenexu, ¢ peryp-
rutaymen 0-1 cteneHun. OTKpbITOe OBasibHOe OKHO. Kapanomuonatua. Octpas noyeyHasa HefocTaTou-
HOCTb, MONNYpUYecKas CTagus.

MpoBoannock cnegyiolee neyeHmne: aHTbakTepuanbHasa Tepanus (LedTprakcoH 2,0 /cyT, mepo-
neHem 12 Mr/Kr Kaxgple 8 u), NpoTnBoBMpPYycHan Tepanua (Apnednto 200 Mr Kaxkable 6 4), FOpMOHanbHasA
Tepanua (metunpen 150 Mr/cyT, C nOCTeNEHHOW TUTPaLe [O3bl B TeueHne 4 Hefl), CUMNTOMaThyecKas
Tepanus (renapwviH, dbparMuH, u1TodpnaBrH, oMenpason, Ae-HoJ, anmaresb), MHCYMHOoTepanus (acnapT
0,05 Ef/Kr/4 B/B MUKPOCTPYINHO, KOPPEKLMA A03bl MO KOHTPONIEM MIMKEMUK), MoYeyHas 3aMecTuTesNb-
Hasa Tepanua — 5 ceaHcoB remoavadunbTpauuy, TpPaHCPy3noHHasA Tepanusa (3pUTpoumUTapHas B3BECD,
10% anbbymunH 13 pacyeta 10 M/Kr B/B KanenbHO MeaneHHo). Ha ¢oHe Tepanuu coctosHme pebeHka
C NMONOXNTENbHON ANHAMUKOW, METaBONMYECKNI aLMA03 1 SNEKTPONIUTHbIE HaPYLIEHNSA KyNPOBaHbI,
Temn auypesa BOCCTAaHOBJIEH, [OCTUIHYThI LieNieBble NMoKasaTenu rmukemmm, Ha GoHe B/B MUKPOCTPYit-
HOro BBeAEeHNA NHCYNNHA YNbTPaKopOTKOro AeNCTBrA CO cpeaHen ckopocTbio 0,05-0,1 ea/kr/y, 3atem
6a31CHO-00/IOCHBIN PEXUM NMOJ KOHTPONEM ITIMKEMUN.

[lleBouka 1 6abyLKa NOBTOPHO 0OyYeHbl B LIKOJSIE CAMOKOHTPOSA, BbINMMCaHa B KOMNEHCUPOBAHHOM
COCTOAIHWM, PEKOMEH0BAHO HabnoAeHNe ceMby COLManbHOMN Cay»KO0i.

Takum o6pa3om, Npy 6eCCMMNTOMHOM UK nierkom TedeHnn COVID 19, HEKOMMeHCUPOBaHHbIN
caxapHblii anabet 1 Trna ABnAeTcA GaKTOPOM pUCKa PasBUTUAA MyNbTUCUCTEMHOTO BOCMANNTENbHOIO
cuHapoma. MauuneHTKa, HyXXaaeTca B KaTaMHeCTMYeCKOM HabntogeHnm.

He cmoTps Ha To UTO B GOMBLIMHCTBE C/lyyaeB HOBasi KOPOHaBMPYCHas UHbeKUNA y AeTein npo-
TeKaeT B Nlerkon 1 6eccumnToMHoli Gopme 3TO HE AOMKHO CHUXKaTb HAaCTOPOMXEHHOCTM B OTHOLIEHUM
coyeTaHMsA AaHHbIX 3ab6oneBaHNi, MOCKONbKY AnabeT oTHeceH K pakTopam KoMopbugHoro pucka. Kpo-
Me TOro npwv AnAUTeNbHO HEe KOMMEHCUMPOBAHHOM TEUEHUN CaxapHOro AnabeTa NOBbIWAETCA PUCK NpU-
COeVHEHUA MHTEPKYPPEHTHbIX BUPYCHBIX U BaKTepurasibHbIX 3a6051eBaHUIA, MOBbLILIAETCA BEPOATHOCTb
Pa3BUTUA KETOALMAOTUYECKON feKOMMNEeHCaUNK, a TAXKENbIX N Kputnyeckmx popm nHdekuyun. Cnepo-
BaTeSIbHO, MPU 0OCYKAEHNN OCOBEHHOCTE HOBOW KOpoHaBupycHol uHdekummn COVID-19 y petei,
cTpagatowmx Cll, HeO6XOAUMO He TONIbKO OLIEHUBATb THXKECTb U MPOrHO3 MHGEKLUOHHOIo NpoLecca,
HO 11 B KauyecTBe CaMOCTOATE/IbHOTO pakTopa paccmaTpmBaThb CTeneHb MeTaboimueckon KomneHcaunm
AunabeTa ¢ NnaHVpoBaHMeM peKoMeHAaLMI NO ee AOCTUMXKEHMIO AN KaXKAO0T0 KOHKPETHOro nauueHTa.
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KNMHUYECKUE XAPAKTEPUCTUKIN NALIMEHTOB C BNEPBbIE
BbIABJIEHHbIM CAXAPHbIM AUABETOM 1 TUMNA U COVID-19.
OnbIT rOPOACKOIo CTALMOHAPA

10.B. TuxoHoBuy'?, U.I. Pbi6KuHa', T.T. KHA3eBa', U.B. Napsaesa’, 4.B. flar6bl', E.B. Wpegep',
A.B. Wnmapoega', A.l0. Pbi6baHoBa', A.H. Jlasapesa', E.E. MNeTpsaiikmHa'?
'TbY3 «Mopo3osckas demckas 20po0cKas K/uHuUYeckas 6onsHUYya Jlenapmamenma 30pagooxpaHeHus
20po0a Mockeei», 2. Mockea,
2QrAOY BO «lepsbiti Mockogckuli 20cydapcmeeHHbil MeOUYUHCKUU yHusepcumem um. U.M. CeyeHosa
(Ceyerosckuli yHugepcumem)», 2. Mockea
3QrAOY BO «Poccutickuli HayuoHaneHell ucciedosamenbckuli MeOUYUHCKUU yHUsepcumem
umeHu H.W. NMupozosa», 2. Mockea

BBEJEHMUE. B nocnegHee Bpems Bce yallie NOABNAIOTCA NyONMKaLmK, CBUAETENbCTBYIOLME O TOM, YTO
COVID19 siBnsieTca GakTopom prcKa pa3BuTis Taxenoro IKA 1 runepocMonspHOro rmneprinkeMuyeckoro
CUHAPOMA Y B3POC/IbIX MaLMEHTOB C AEKOMMNEHCUPOBAHHbBIM 1K BriepBsble BbiaBieHHbIM C1 (CIBB).

[NaHHble 06 ocobeHHOCTAX TeueHna Cl y naumeHToB AeTckoro Bo3pacta ¢ COVID-19 orpaHuyeHbl
oTAeNbHbIMY COOOLLEHUAMY, B KOTOPbIX aKTUBHO 06CyxdaeTcs posb SARS-CoV-2 Kak noTeHUManbHoro
Tpurrepa KA.

Mbl npefcTaBnaem KnMHMYecKne xapaktepuctnkm nauymeHtos ¢ C1 n COVID-19, rocnutanusmpo-
BaHHbIX B MOPO30BCKY0 AETCKY FOPOACKYI0 KNMHUYeCKyto 6onbHuuy (MATKB) ¢ mapTa 2020 r. no mapTt
2021 ropa.

PE3YJIbTATbI. B nccnenosaHue 6b110 BKloueHo 23 pebeHka (12 geBouek v 11 manbumkos) ¢ CI (17 na-
umeHToB ¢ C[IBB 11 6 naumeHToB co ctaxkHbIM TeueHnem C[1) n COVID-19-uHdexumel B Bo3pacte 014 fo 17 net.
[AuarHo3 COVID-19 6bin ycTaHOBNEH Ha OCHOBaHUV nonoxumTesnbHoro MLP mMa3ka 13 HOCornoTKu.

CpenHun BospacT naumeHTos ¢ C1BB coctaBun 10,67 £3,49 neT, co ctaxkHbim C[1 — 14,82+2,04 neT.
Cpegnv nauneHTos ¢ C1BB [1IKA npu nocTynneHnn otMeyancsa B 7 ciyyasnx, U3 Hux y 3 naumeHtos — [IKA
TAXKENOW CTeneHu, B 1 clyyae — KpalHe TAXenbli rmnepoCMONAPHbIN rMnepriankeMmnyecknin CMHAPOM.
KeTo3 npu noctynneHun BoisBneH y 5/17 naumeHToB, y ocTanbHbIX 5 naumeHTos Cl maHnectnposan
C runepravkemmeii 6e3 ketosa. CpeaHnin ypoBeHb MKMpoBaHHoro remornobuHa (HbA, ) y nauvexTtos
¢ COBB coctaBun 11,39+3,02%, megunana C-nentuga 109 [63,2; 220] nmonb/n, CpeaHAA CyTouHas fo3a
WIHCYNIMHA Npu Bbinucke U3 otaenenuns 0,71+0,3 ea/Kr. MonoXnTeNbHbIN TUTP aHTUTEN K B-KneTkam 6bin
BblABSIEH Y 12 NauMeHTOB, OTpULaTeNbHbI — B 4 Cnyyasnx, Cpean HMX y 2 nayMeHToB OTMeyasnca noso-
XKUTENbHbIN TUTP aHTUTeN K GAD 1 docdoTuposnHdocdaTtase, y 2 naLuMeHTOB ayTOUMMYHHble MapKepbl
CA1 Tvna 6bin OTPULATENBHBIMU.

Cpepau naumeHToB co ctaxHbim CL1 IKA npy noctynneHun otmeyanca 8 1 cyyae, agekomnercauma CJj
C KeTo30M B 1 Cllyyae, CTOWKas rmneprivkemus B 3 ciyyasy, y OfAHOro naumeHTa noBOAOM 1A rocnmTany-
3aUnn B OTAENEHME NOCIYXIO TAXEeNoe rMnorankemMnyeckoe coctoaHue. CpegHuii ypoeerb HbA, co-
ctaBun 10,23+1,59%, cpepHAA CyTOYHaA A03a UHCYNHA NPU BbiNUCKe 13 otgenenna — 1,05+0,26 en/kr.

BbeccumntomHoe TeueHne COVID-19 otmeuanoch y 9/23 nauneHTos. B 11/23 cnyuasx 3aperncrpu-
pOBaH OCTPbI PUHOGAPUHIUT, B 1 — 0BCTPYKTUBHDBIN OPOHXMT, B 1 — ABYCTOPOHHAS NOANCErMeHTap-
HasA MHeBMOHWMA. Y ogHOro nauneHTa TeyeHne COVID-19 conpoBoXanocb pa3BUTNEM TAXKENOro remo-
daroyutapHOro cMHAPOMa C NMOAMOPraHHON HEJOCTaTOYHOCTbHIO 11 OTEKOM FOJIOBHOTO MO3ra. AHOCMUA
oTMeuyanach y 2 naumeHToB. AHTMOaKTeprabHas Tepanusa NpYMeHsanach y 4 naumeHToB. NaumeHTy c 18-
XenbiM remoparouyTapHbIM CMHAPOMOM Oblfla Ha3HaUeHa KOMMMIEKCHasA Tepanus, BKIOYaBLWas aHTU-
6aKTepuanbHble, MPOTUBOBMPYCHbIE, UMMYHOCYNPECCUBHbBIE 1 NPOTMBOBOCNANUTENbHbIE MPenapartbl.

3AKJTIIOMEHUE. lMpeacTtaBneHbl KAMHUYECKME XapaKTEPUCTMKN MaLUEHTOB C AEeKOMMEeHCMpPO-
BaHHbIM 1 Briepsble BbisiBfeHHbIM C[1 1 COVID-19 nHdekumein. HecMoTtpa Ha To, UTO B NofaBAsAoLEM
6onbWwnHCTBe cnydaeB (20/23 (87%)) otmevanocb 6eccumntToMHoe unu nerkoe TeyeHne COVID-19,
a TAXKernoe TeyeHne nHPeKLMn Habnganocb ToNbKo y 2/23 nauneHToB (8%), BO3MOXHOCTb Pa3BUTHA
remodaroynTapHoOro cHApoma TpebyeT NPUCTanbHOro BHUMaHWUA K AaHHON rpynne nauneHToB 1 CBO-
€BPEeMEHHOro Ha3HaYeHUs NaToreHeTNYeCcKon Tepanum.

.
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'TBY3 «Mopo3oeckas 0emckas 20po0CKas KAuHU4eckas 6oneHuya JenapmameHma 30pagooxpaHeHus

2QrAOY BO «llepsbiti Mockogckuli 20cydapcmeeHHbIl MeOuyuHcKUl yHusepcumem um. U.M. CeyeHosa

‘OBIry «HayuoHaneHelli MeduyuHCKUU uccnedosamensckuli yeHmp 3HOOKpuHono2uu» MuHucmepcmea

Ceiina) — 3TO KAMHMYECKU U FTEHETUYECKMN reTeporeHHoe ayTOCOMHO-peLeccBHoe 3aboneBaHue,
XapaKkTepu3yloLieecs nporpeccrpytoLlein notepei NOLKOXHOXMPoBon kKneTuaTky (MMXKK) ¢ paHHUX
MeCALEB XU3HU, a TaKXKe Pa3BUTMEM TAXKeJIbIX MeTabonnyecknx HapyLeHui (rMnepruHCyMHeMus,
WNHCYNMHOPE3NCTEHTHOCTb, Nimnoatpoduuecknin Cl, runepTpurivuepuaemvs), onpeaensatowmx
NPOJONIXKNUTENIbHOCTb XKM3HU 60MbHBIX. JTunoaTpoduuecknii CL, ABNAETCA OLHUM U3 OCHOBHbIX KOM-
NMOHEHTOB CMHAPOMA M MaHUbeCTUpPYeT, Kak NpaBuiio, B JeTCKOM WM MOAPOCTKOBOM BO3pacTe.
B 3apy6exHon nutepatype NMETCA NNLWb eiMHNYHble onucaHna nunoatpoduyeckoro C/l B mna-
[EeHYecKoMm Bo3pacTe.

2,5 mecAuleB Xn3HK C KﬂVIHI/IKO-I'Ia60paTOprIMI/I XapaKTepPUCTUKaMmn, COOTBETCTBYIOLLUMMN KPUTEPUAM
anarHo3sa BIJ1. B oteuectBeHHOM nnTepaTtype Takme naymeHTbl paHee onncaHbl He 6binu.

Ho B MATKB. MonekynsipHO-reHeTMYeCcK1in aHann3 NpPoBOAUICA B 1abopaToprmn MOSIEKYIAPHO-TeHe-
TUYECKON ANArHOCTUKN MHCTUTYTa nepcoHannsnpoBaHHon meguumnHbl ®IbY «<HMUL, sHpokpuHo-
norun» MuHsgpasa Poccun. BoicokonpoussoantenbHoe napasnnenbHoe cekBeHnpoBaHue (NGS)
nposogunocb Ha nnatpopme MiSeq (lllumina) ¢ ansanHoOm aBTOpPCKOW MaHenun reHoB «Endo2»
no TexHonorun SeqCap EZ Choice probe (Roche) n TapretHbim oboraueHviem. MaHenb BKAYana
JIOKYCbl MOHOTeHHbIX dopm anabeTa (ABCC8, BLK, CEL, EIF2AK3, GCK, GLIS3, HNF1A, HNF1B, HNF4A,
INS, INSR, KCNJ11, KLF11, NEUROD1, PAX4, PDX1, WFS1) n nunoguctpoduin (AGPAT2, AKT2, BSCL2,
CAV1, CIDEC, LIPE, LMNA, LMNB2, PIK3CA, PLIN1, POLD1, PPARG, PPP1R3A, PSMBS8, PTRF, WRN,
ZMPSTE24).

AaeneHne sHaQoKpmnHonorum c anobamu Ha nosblleHne YPOBHA rmukeMmun oo 20 mmonb/n, 3aepPXKKY
NCNXOMOTOPHOrO Pa3BnUTUA.

OpPIOLLIHOW CTeHKU, Arogul, 6efep 1 roneHei; rMnepTpodUIo MbILLL, FONIeHen 1 NepeHei NoBEPXHOCTU
6enep, Hannume dnebomeranum, NoBblleHe ypoBHA 6asanbHoro C-nentnaa Ao 7216 NnMonb/n, NHCY-
nuHa go 1108 nmonb/n; TPUrMNLEPULOB KPOBU A0 3,22 MMOnb/N, HbAk [0 6,3%, Bblpa)KeHHOe CHU-
XeHune ypoBHa nenTuHa Ao 0,38 Hr/mn (Hopma 2,0-5,6); KNMHUKO-NabopaTopHble MPU3HAKK X1POBOro
renatosa, ycTaHOBNEH AnarHos cnHapom bepapauHennn-Cenna.

CniancuHra BbiABNIEH BapyaHT C HEM3BECTHOW KIMHUYECKOWN 3HAaYMMOCTblo €.662-5C>G B reteposu-
rOTHOM COCTOAHMN. 10 AaHHBIM XPOMOCOMHOIO MUKPOMAaTPUUHOro aHanm3a (XMA) 3K30HHOro ypoBHA

N3MEHEHNA He 06Hapy>KeHbI.

CTpnpoOBaHa pemMnccna 3aboneBaHus.

CUHAPOM BEPAPOUHENNAN-CENNA KAK MPUYUHA TPAH3UTOPHOIO
HEOHATAJIbHOIO CAXAPHOIO ANABETA Y PEBEHKA 2,5 MECALIEB YKU3HU

10.B. TuxoHoBuu'?, U.I. Pbi6kuHa', U.B. FTapsesa’, B.B. PomaHoBa', E.B. Bacunbes*,
E.E. MNeTpsaiikuHa'?

20poda Mockebi», 2. Mockea

(CeueHogsckull yHugepcumem)», 2. Mockea
3QrAOY BO «Poccutickull HayuoHaneHell uccnedosamenbckuli MeOUYUHCKUU yHUsepcumem
umeHu H.U. MNupozosa», 2. Mockea

30pasooxpareHusa Poccutickol ®edepayuu, 2. Mockea

BBEAEHUE. BpoxaeHHas reHepanun3oBaHHaa nunoguctpoous (BI) (cuHapom bepapanHennn-

Mbl MPUBOAMM OMMCaHME TPAH3UTOPHOrO HEOHATANIbHOrO caxapHoro Auaberta (THCA) y nauveHTa

MATEPWUANDbI U METObl. KnuHnyeckoe 1 nabopatopHoe obcnejoBaHUE NaLMeHTa nposeae-

PE3YJIbTATbI. Manbuuik 2,5 MecaueB *13HY OT 6IM3KOPOACTBEHHOrO 6paKa Obii JOCTaBNEH B OT-

YunTbiBan OTArOLWEHHbIN CEMENHDbI aHaMHe3, BbipaxeHHbI aeduunt MKK B obnact nepepaHei

MNpoBeaeHo nccnepgoBaHvie naHenu reHos «Endo2», B 5 nHTpoHe reHa AGPAT2 B pervoHe canta

Komnencauua C[l poctirHyTta Ha ¢poHe nHcynuHoTtepanun 1,3 ea/kr/cyT. C 8 Mec Xu13HK 3aperu-
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3AKJTIOYEHUE. MNpeacTaBneHHbI HaMW KNMHWYECKWIA Cllyyaii BHOCUT JOMONHUTENbHbIN BKNag
B 0606LeHMe 3HaHWIn 06 3Tnonornm HC. HecmoTps Ha OTCyTCTBME reHeTnyeckon Bepudukaumm ama-
rHO3a, peHOTUMMYECKMe 0COBEHHOCTM NaLyeHTa 1 NonyyYeHHble TlabopaTopHble AaHHbIE He MO3BONAIT
NocTaBUTb NOA COMHeHMe anarHo3 BIT1. KocBeHHbIM NoATBEpXKAeHUEM AnarHo3a ABNAETCA OTCYyTCTBME
MyTaLuMi B APYrMX reHax, accoummpoBaHHbIX ¢ pa3sutnem HCJ, a Takxke CTPYKTYPHbIX XPOMOCOMHbIX
aHOManuin No AaHHbIM XMA.

YunTbiBas BbICOKYIO BEPOATHOCTb PAHHErO Pa3BUTKA XMU3HEYrpoXKaloLmx MeTaboIMyeckux 1 Kap-
JOVOMNOTNYECKNX OCIOKHEHUI Y nauueHToB ¢ BIJl, paHHAs gvarHocTuka 3aboneBaHnA cnocobcTByeT
CBOEBPEMEHHOMY Ha3HauYeHUIo MePCOHANN3NPOBAHHO Tepanu 1 YITy4YLLEHNIO KauyecTBa U MPOAOITKU-
TENbHOCTU XKM3HU TaKUX GOJSIbHBIX.

.
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3MUAEMUNONOINA CAXAPHOIO AUABETA B APOCJIABCKOW OBJIACTUN —
COBPEMEHHbDIE TEHAEHLIUN

B.B. Tys, E.B. LLlegpoBa
bY3 A0 OfJKb, 2. Apocnasne

AKTYAJIbHOCTb. CaxapHbiii frnabeT, ABNAACH OJHOW 13 KNOYEBbIX Npobnem CoBpeMeHHOW
SHAOKPUHONOIUW ABNAETCA N Hanbonee pacnpoCcTpaHeHHbIM SHAOKPUHONOIMYECKMM 3aboneBaHun-
em. YacToTa ero BCTpeyaeMoCT MMeeT NMOBCEMECTHbIN POCT, HECMOTPA Ha COBEpPLUEHCTBOBaHME
NMOMOLL M, OCTAIOTCA Ha BbICOKOM YPOBHE KOJIMYECTBO OC/IOKHEHWIA, OTMeYatoTcs HebnaronpuaTHble
nexoabl.

LLEJ1b — npoaHanu3npoBaTb 3NUAEMUOSIONI0 CaxapHOro fmabeTa B perroHe Ha NPOTsKeHNM ne-
puoga 2010-2020 rr. OueHnTb Cneaylolwme KpMTeprmn: YacToTa BCTPEYaeMOCTH, KONMYECTBO BNepBble
BbIAAB/IEHHbIX CJTy4aeB, YacToTa OC/IOXKHEHMI, YacToTa AeKOMMEHCaLUK, BO3PaCTHbIe XapaKTepUCTUKK,
neTanbHOCTb. [poBeaeH aHanu3 JaHHbIX MOKa3aTenel B yC/I0BMAX KOPOHABMPYCHON MHPEKLMU Ha Mpo-
TAXeHUN 2020 T.

PE3YJIbTATbI. YacToTa BbifiBNeHUA clyyaeB AviabeTa Ha NPOTAXKEHUM BCETO OLEHMBAEMOro nepu-
ofla MMeeT OTUET/IMBYIO TEHLAEHUMIO K POCTY, 3aboneBaeMocTb yBennyneaetcs ¢ 18 go 40 Ha 100 Tbic.
[EeTCKOro HaceneHus, pacnpoCcTpaHeHHOCTb € 95 A0 222 Ha 100 TbiC. AeTCKOro HaceneHus. o Konnye-
CTBY Brnepsble BbiABNEHHbIX B 2010 r. — 40, B 2020 — 97 nauneHTOB.

MeHsaeTcA BO3pacTHOM COCTaB NaLMEHTOB, C TeYeHeM BPEMEHUN NPONCXOANT «KOMOSNOXKEHNE» fna-
6eTa, Tak CpeiHNI BO3PaCT BbIABNEHUA IMEET OTUET/IMBYIO TEHAEHLMIO K MOHVKEHWIO, (CHXKeHMe cpea-
Hero Bo3pacTa ¢ 7,7+1,5 no 4,5+2,2), Bo3pacTaeTt gona naunMeHToB B Bo3pacTe Ao 3 net (c 21 go 37%)
n po ropa (c 9 o 13%).

MoBblWaeTca BCTPeYaemMoCTb AeKOMMNEHCUPOBaHHbIX GOPM, rocnmTann3aluna Brepsble BblABIEH-
HOro caxapHoro AnabeTa B OTAENIEHNE peaHNMaLv OTMeYEHa TaK Xe C HapacTaHMeM nokasaTenein —
8 2010 rogy — 32%, B 2020 — 37%. [lona rocnuTann3npoBaHHbIX B OTAENEeHNE peaHnMaLmmn B COCTOA-
HUW AeKOMMEHCaLM C KeToaLMa030M cocTaBuna aeten oo 3 net — 45% (45%), 4-7 net — 25% (38%),
7-15 net — 30% (40%) un ctapwe 15 net — 15% (28%) B 2010 1 2020 rr. COOTBETCTBEHHO. B paHHem
BO3pacTe oTMevaeTcA bonee TAXenoe TeuyeHne caxapHoro frabeta

Pe3ko BblgenaeTca B NMHENHOW 3aBMCMMOCTM aHanm3npyemMbix nokasatenein 2020 roa, uTto cBA3a-
HO C pacnpocTpaHeHnem KopoHaBupycHol nHdekuyun COVID-19. XapakTepHo, YTo 13 97 BHOBb BbIsiB-
NeHHbIX Cly4YaeB caxapHoro fnabeTa Ha NPOTAXeHUN 3 MecAaLeB [0 MaHUbecTaLmmn ero KMHNYeCKon
KapTUHbI OTMEYannCb NOATBEPXKAEHHAs KOPOHaBUPYCHasA MHPeKUMs (n=3), NONHbIN (N=5) nim yacTnu-
HbIl (n=5) cmnTomokomnnekc COVID-19 — cymmapHo 13,4%. Hanbonbluee 4ncnio cnyyaeB oTMeYEHO
B 2020 1. B Mae 1 aekabpe, UTo, BEPOATHO, ABNAETCA CNIefCTBIEM NKOB 3a60/1eBaEMOCTI KOPOHaBUPYC-
Hol uHbekuren

XapakTepHo, uTo Ha 2020 r. npuxofATca oba cnyyas NeTanbHOCTM NPU OTCYTCTBUM ee paHee
3a BeCb aHanM3mpyemblil neprog. B 06oumx cyiyyasx umena MecTo 3afepKKa JMarHocTukm 1 rocnu-
Tanusauuun. KocBeHHbIM NOBOAOM K Hell ABMNOCh HeXenaHne poanTenein HapyLwaTtb peXxmm camou-
30M1A4MM U CTPEMIIEHNE MUHMMU3MPOBAaTb BHELHME KOHTaKTbl BO U3bexaHuve 3apaxeHusa. U B of-
HOM 13 C/lyyaeB pebeHOK nepeHec KOpPOHaBUPYCHY0 UHdeKuMo 3a 1 mecsal Ao mMaHubecTauum
caxapHoro guaberta.

BbIBO/Zbl. CaxapHbiii AnabeT MMeeT HeYKNIOHHYI0 TEHAEHLMIO K POCTY Ha NPOTAXEHUWN BCEro
aHanmsupyemoro nepuoga. CylecTBeHHOe yBenyeHne YacToTbl BCTPEUAEMOCTN U TAXKECTU TeYeHna
Ha npoTsxeHun 2020 ropa obyCcIOBAEHO BO MHOTOM OOLEN SNMAEMMNONOrMYECKON CUTyaumen 1 ak-
TUBHbBIM PacnpOCTPaHEHNEM KOPOHaBMpPYCHOM MHdeKunu. MocnenHAsa ABNAETCA B 3HAUMTENIbHOM KO-
NNYeCTBe CNlyYyaeB TPUrTepHbIM GakToOpOM pa3BuTUsA AnabeTa. BbiHyXaeHHas camon3onauus n 60A3Hb
M306bITOYHbIX KOHTAKTOB MaLMeHTaMun B pafe cilyyaeB 3aTpyAHAET CBOEBPEMEHHYIO JNarHOCTUKY, yTA-
XKenAa TeyeHmne N NPOrHos.
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XAPAKTEPUCTUKA AUABETUYECKOU HEMPONATUN Y OETEU

B.B. Tys, O.B. MakuHa, H.A. lNMeTtposBa, E.A. JlapnHa, M.M. baTtaeBa

r ‘ Accoumnauus

6Y3 «40 O6nacmuas 0emckas knuHuYeckas 6onsHuya», OrbOY ArMy M3 PQ, fipocnasne

AKTYAJNIbHOCTb. [lnabetnueckas nonuHeiponatusa (AMNH) — Hanbonee paHHee u yactoe
OCJIOXKHEHME caxapHoro AvabeTta 1 TvMna, KOTOPOe OKa3blBaeT CyLleCTBEeHHOe BAUSHUE Ha TPyAo-
CNOCOGHOCTb 1 CoLManbHyio akTUBHOCTb 60nbHbIX. AMH pa3BuBaeTcs Ha poHe XPOHUYECKON Tn-
nepravkemMny 1 acCouMMpoBaHa C MaToSIOrMYecKUMy MeTabonnyeckummn n3mMeHeHUsMIN (akTrBa-
LiYsl NOSIMONIOBOTO MYTU, HAKOMJIEHVE KOHEYHbIX MPOAYKTOB MUKMPOBAHUSA, OKCUAATUBHbIN CTpecc,

ancnnunuaemms).
LEJIb — wu3yueHue YacToTbl BCTPEUYaemMocCTu, CTPYKTYpbl 1 dakTopos pucka AMNH y geteit n nop-
POCTKOB.

MATEPUAJIbl U METObl. O6cnenoBaHo 44 pebeHka ¢ C[11 B Bo3pacTe 5-17 neT. luarHoctrka
[AMNH npoBoamnack C NOMOLbIO LWKan Al CKPMHMHIA Y OLIEHKU BbIPaXXEHHOCTU CUMNTOMOB nabeTnye-
cKo Herponatum: MUYMraHCKOro OnpoCHMKa ANA CKPUHWHIA HEMPONaTuK, WKanbl HEBPOIOrMYECKNX
CUMMTOMOB, OLIeHKMN BUOPALMOHHON YyBCTBUTENBHOCTU, TAaKTWUIIbHOW 1 60NIEBOI CTaHAAPTHBIMU METO-
Aukamu. CTaTucTnyeckas obpaboTka oLeHMBanacb METOAOM MPOBEPKM FMMMNOTE3 O PaBEHCTBE CPEAHMUX
3HauYeHnI ABYX BbIGOPOK C MomoLlbio KoabdurumeHTa CTblogeHTa.

PE3YNIbTATbl U OBCYXKAEHME. MNpu HeBponornyeckom ocmotpe y 31,8% feteit oTMeyeHo
CHWXeHue BUOPaLMOHHON YyBCTBUTENBHOCTY, Y 20,5% TakTunbHoW. CHUXeHNA TemnepaTypHoi
1 6051eBON YyBCTBUTENIbHOCTU, HApPYLUEHNA CYCTaBHO-MbILEYHOrO YyBCTBA BbISIBIEHO He ObIno.
KnrnHuyeckne nprsHaku 6biy OLEHEHbI HaMK MO COBOKYMHOCTU Xanob, UX ANNTEeNIbHOCTH, NPo-
rpeccupoBaHusi CUMMATOMATVKK C Te4eHMeM 3ab0NeBaHusA, a TakXKe NCX0AA N3 CHVXKEeHWsA YyBCTBU-
TENbHOCTU N PepNIeKCOB HMKHUX KOHeuHocTel. [inarHo3 [AMNH 6bin BbicTaBneH 41% nauyveHTam.
KoppenAaunoHHbI aHanv3 nokasan JOCTOBEPHYIo CBA3b Hanuuua AMNH ¢ gnutenbHocTbio AnabeTta
(p<0,0005), ypoBHeM HbAK (p<0,05). BzaumocBA3n ¢ BO3pacTom MaLMeHTOB, NoKasaTenamm nu-
NUAHOIO CMEKTPa B Hallel BbIBOPKE OKa3anuncb CTaTUCTUYECKN He3HauMMbIMK. [lnarHoCTrKa Kap-
LMOBACKysipHON $GopMbl MPOBOAUNIACL MO pe3ynbTaTaM cbopa Kanob nauueHToB: Ha NPUCTYMbI
ceppuebueHuns 6e3 ocoboro HanpsxeHnsa — 9,1%, Ha ronoBokpyxeHue — 20,5%, Ha roNIOBOKpY-
XKeHue npu pe3Kor cMmeHe nonoxeHus tena — 15,9%. Xanobbl racTPOVHTECTUHANIBHOTO XapakK-
Tepa Ha 60nu B XuBOTe npeabaBnaAny 18,2% nauMeHTOB, Ha OLlyLIEHE MepPenoHEHUs Xenya-
Ka — 27,3%, Ha TsxeCTb U 60/1b B NpaBoM noapebepbe — 6,8%, Ha TowWHOTY — 11,4%. Mogo6Hble
Xanobbl HecneunduyHbl, HO AaHHbIV GaKT CTaBMT BOMPOC O BK/OUYEHNY TaKMX NaLUEHTOB B rpynny
p1CKa No racTPOMHTECTUHANbHON HenponaTun. lnarHoCTUYeCKn 3HaYNMbIM UCCIefOBaHNEM MO-
4yenonoBou Henponatum AsnseTca ypoodnoymeTtpus. C NOMOLLbIO faHHOTO MeTOAa BO3MOXHO CBO-
eBpPeMeHHO onpeaennTb HayanbHy0 CTaguio HapyLlweHun moyencnyckanma npu CI1 n npegoTepa-
TUTb NX AajbHelLwee pa3BuTme.

BbiBOAbl.

1. Yactota BcTpeuaemoctu INH coctaBnna 41% c npeobnafaHnem HauyanbHbIX KIMHUYECKUX GopM.

2. [JocToBepHbiMu dakTopamu pucka passutua AMH AsnseTcs pnutenbHoCTb 3aboneBaHusA 4 roga
1 Bonee, fieKOMNEHCUPOBaHHble NokasaTenu HbA, .

3. HapyuweHue BMOPaLMOHHOW YyBCTBUTENIbHOCTM BbisiBlieHO Y 31,8%.

4. [MayueHTOB CO cneundUYecKMMI Xanobamm UM CUMITOMaMN HEOO6XOAUMO ONPEeAENUTb B Fpynbl
pucka no GopmMMpoBaHUIO ANAbETUYECKON aBTOHOMHOW HelponaTuu.
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CPABHI/ITEHbH!:Iﬁ AHANV3 NPUMEHEHUA UHCYJIMHOBBIX AHAJIOTOB
ANUTENIbHOTO AENCTBUA MAPIVH 100 N AETNYAEK Y OETEU U NOAPOCTKOB
CCAXAPHbIM AUABETOM 1 TUMNA B YCJIOBUAX PEAJIbHOU KIIMHUYECKOU
MPAKTUKA

B.B. Tys', 0.B. MakuHa?, M.C. HopkuHa?, A.A. CkpabuHa?

'TbY3 «A0 O61acmHas 0emckas KauHuyeckas 60/1bHUUa»
2QrbOY «BO Apocnasckuli 2ocydapcmeeHHbIl MeOUYUHCKUU yHUsepcumem»

AKTYAJIbHOCTb. fipocnaBckas 06nacTb nUAMpYeT No pacnpoCcTPaHEHHOCTU caxapHoro AnabeTa
mna 1 (CA1) cpeamn petein n nogpoctkos no LleHTpanbHomy QOefepanbHomy OKpyry Ha NpOTAXeHUN
nocnepHux 5 net. 3abonesaemoctb C[11 B fipocnaBckoit o6nacty B 2020 r. coctaBmna 40 Ha 100 Tbic.
Konunuectso peteii c A1, y KoTopbix AOCTUTHYT ypoBeHb HbA, Huxe 7,5%, coctaBnseT He 6onee 30%.
TpynHoOCTb focTuxkeHus KomneHcauun CL1 y getein n NogpPOCTKOB CBA3aHa GOMbLUMM KONMYECTBOM
NMPVYMH, BaXKHbIMW 13 KOTOPbIX ABAATCA GapMaKOKUHETMKA U BaprabeNnbHOCTb AeNCTBUSA NPUMEHS-
€MbIX VHCYNTMHOB MPOAJIEHHOTO AeCTBUA. IHCYNUHOBBIA aHanor NpOoASIeHHOro AeACTBUA nocneaHe-
ro NOKONEeHUA Aernyfaek no JaHHbIM MeXAYHAPOAHbIX KIMHUYECKUX UCCNefoBaHUA AeMOHCTpUpYeT
MeHbLUYI0 BaprabenbHOCTb 1 NIOCKMIA Npodusib fencTBus.

LENIb — cpaBHUTb 3$pEKTUBHOCTb U 6E30MacHOCTb aHaNoOroB ANIUTENIbHOTO AeNCTBUA rMapriH
100 n pernyaek y aetei n nogpocTkos ¢ C11 B ycnoBUAX peanbHOM KNMHUYECKOWN NPaKTUKU.

MATEPUAJIbI U METOJbI. [pynna n3yuyeHns 67 yenosek. Kputepun BKNIOUEHNA: JETU 1 NOAPOCT-
K1 6-17 neT C ANUTENbHOCTbIO AvabeTa bonee rofa, NPOBOAALLMX CAMOKOHTPOSIb IMIMKEMUN HE pexe
4 pas/cyT; obcnefoBaHHbIE B CTalMOHape B Hauyane WCCNefoBaHWsA, NoJlydyaBliMe WHCYUH MNaprvH,
C nocnenyiowym obcnefoBaHeM, He paHee yem yepes 3 mMecsala Nocsie nepeBoa Ha UHCYNVH Jerny-
ZekK. MoBogom Ana nepeBofa NaLMeHTOB Ha Aernyfek NoCnyXuo HeyaoBIeTBOPUTENbHOE COCTOAHME
KOMMeHcaLum yrneBofiHoro obmeHa — Helenesoil yposeHb HbA , yacTble runornmkemmnyeckiie cocto-
AHUA (bonee 2-3 pa3 B Hepenio). Bo Bpema ob6cnefoBaHuii NPOBOAMIOCH aHKETUPOBaHUE Ha NpeameT
KOMMYeCTBa 3MM30L0B rMMornmkemMun Hke 3,9 Mmonb/n. U3 nabopaTopHbix NoKasaTeneli oLeHmBanach
AHbA, , koTopas o603HayaeT pa3HOCTb NokasaTeneit HbA, y NauMeHToB Ha UHCYNIMHE FapriH 1 aersy-
Jek. Tak >ke oLleHUBaNMCb NoKasaTeny CyTOYHOWN aMMIuTyabl KonebaHWI IMUKeMU Mo FIOKOMETPY Ha H-
CyNVHe rmapruH v aernyaek; roko3sa nnasmbl KpoBM HaToLakK (CpeHee 3HaueHue 3a 3 [HA Ha rapruHe
n pernypeke). CTaTUCTUUYECKMI aHaM3 AaHHBIX NMPOBOAWICA C UCMONb30BaHMEM nporpammbl Microsoft
Excel. OnvcaHune 4ncnoBbIX faHHbIX C UCMOMb30BaHeM MeaunaHbl (Me) n ananasoHa 3HaueHun (Min-Max).

PE3YJIbTATbI. [lnHamuka nokasatenein KonmyecTsa 3n1M3oAoB runornvkemmmn: 50% petei, nony-
YaBLUUX UHCYNVIH MMapPrviH, CMbITbIBaNW FMNOrMnKeMmnyeckne coctoaHna 1 pas/aeHn, 32% — 1 pas/Hep
1 18% — 1 pas/mec. [letn xe, HaxoAMBLIMECA Ha NeYeHnn UHCYNMHOM aernyaek 12%, 31%, 50% cooT-
BETCTBEHHO, a TakxXe 7% [eTeli UCMbITbIBAAN rMnornmkemnmn pexe 1 pasa/mecsy. PesynbtaTbl nabopa-
TOPHbIX MOKa3aTesieli B rpynnax B AHaMKe NpefAcTaB/eHbl B Tabn. 1.

Ta6bnuua 1. JnHamunka nabopaTopHbIX NoKasaTenen

Ha nHcynune > 3 mecsyes nocne

MapameTpbi rnaprud 100 Me  nepeBsopa Ha aernyaek 2¢ ¢:I:(::::;c7m
(Min-Max) Me (Min-Max)
HbA,, % 9(6,3-133) 8,8 (6,7-11,1) Me AHbA,_0,7%
CyrouHan amnvTyAa 9,9(2,9-17,3) 7,4 (3,2-12,2) 25
KonebaHui mmKkemmnu, MMOnb/n
[nioko3a nnasmbl HaTolWwakK, 8,4 (2’4_1 6,2) 7,5 (2,5_14,1) 0,9

MMOonb/n
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BbIBO/bl. NprmeHeHre aHanora MHCynnHa NPoAneHHoOro AencTema aernygek npy CA1y naumen-
TOB, paHee NPUMEHABLLKX B KayecTBe 6a3nCHON Tepanun UHCYNWH rmapruHd 100, NO3BOAMIO CHU3UTb
HbA1 ¢ Ha 0,7%, ymeHbLUNTb BaprabenbHOCTb IIMKEMUN B TeUeHMe CYTOK, a TakKe YMEeHbLUNTb Konnye-
CTBO 3MN30A0B FMMOMIMKEMUN. ITO NMO3BOJIAET FOBOPUTb O 6onbLuel 3GPeKTUBHOCTY 1 Ge30oMnacHOCTU
VIHCY/IMHA NPOJJ/IEHHOTO [eNCTBMA AerTyAeK N0 CPaBHEHMIO C UHCYIMHOM rnapriH 100.
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XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

OVABETUYECKU KETOALIMAO3 Y AETEN MPU CAXAPHOM AVABETE 1 TUNA

B.B. Tys, O.B. MakuHa, E.B. LlegpoBa, O.A. MapbuHa

'bY3 «A10 O6nacmHas demckas KnuHuYeckas 6onbHUYa», OrbOY «BO fpocnasckuli 2ocydapcmeeHHbil
MeOuyuHckul yHusepcumem MuH3z0pasa Poccuu», 2. ipocnasne

BBEAEHME. B naTtoreHe nHCynMHO3aBNCUMOro caxapHoro anabeta 1 tmna (CA1) urpatot ponb Kak
reHeTnyeckme, Tak U GakTopbl OKpyXatoLel cpefbl (Npeuunutupytowme Gpaktopsbl). K TakoBbiM OTHO-
CATCA MHPEKLMOHHbIE areHTbl (KpacHyxa, LUTOMeranoBmpyc 1 ap.). 3anyckalowwmninca npoLecc AecTpyK-
UMK B-KNeToK MOAXKEeNy[OUYHOW >Kene3bl OCTPOBKOB JlaHrepraHca NpUBOAWT K UCTOLLEHMIO 3amMacoB
NHCYNMHa 1 nocnepaytowemy pa3sutuio CI1, KMMHUYECKM NPOABAAIOLEroCA NONNANNCUER, Nonnypuein
N CHUXXEHMEM Maccbl Tena.

OpfHWM 113 YacTo BCTPeUaeMblX OCTPbIX OCNIOXKHeHUI y aeTen ¢ CL11 ABnAeTca fruabeTnyecKuii Keto-
aungos (OKA), ocobeHHO Npv BnepBble BbiABNEHHOM 3aboneBaHum. Knaccuueckas KapTriHa KeToaungo-
3a — CNYTaHHOCTb CO3HaHMA, CNaboCTb, BANOCTb, 3anax aLeToHa M30 pTa, 06e3BOXMBaHNE, YacTo TOLL-
HOTa/pBOTa, AbixaHue Kyccmayna. TaxecTb COCTOAHMA 3aBUCUT OT BO3pacTa MauuneHTa, ASIMTeNIbHOCTY
JeKoMMNeHcaLumn yrneBofHoro obmeHa 1 perynsapHoOCT/ CaMOKOHTPOSIA YPOBHSA FIOKO3bI.

LIEJIb — BbIABUTb OCOGEHHOCTU TEUEHNA TAKENOro KeToaLnfo3a y AeTel C BriepBble BbIABIEHHbIM
CA1. MNpoaHanu3npoBaTb TaKTUKY TepaneBTUYECKX MEPOMPUATUIA Ha STane peaHVMaLMOHHOro oTae-
neHus.

MATEPUAJIbl U METOJDbI. B nccnefoBaHune 66111 BKNOYEHbI 27 NALMEHTOB C BNEPBbIE BblABNEH-
Hbim CA11 ¢ Taxkenbim [JKA, rocnnTann3npoBaHHbIX B OTAENEHME MHTEHCMBHOW Tepanun. Bo3pacT geten
BapbupoBan oT 8 Mecaues Ao 16 neT (cpefHUn BO3pacT cocTaBun 7 net), 13 ManbunkoB 1 14 feBoYeK.
Bonee nonosuHbl aeteir (52%) AOWKONBHOIO BO3pacTa 1 26% AeTW MAafLLero WKONbHOro Bo3pacTa.
Mpon3BeneH aHanu3 KANMHWYECKOW KapTUHbI, NabopaTopHOro 1 AMarHoCcTUyeckoro obcnenoBaHms,
a TaK>Ke sleyeHNA nepBbix 3 CyTOK NpebbiBaHNA B peaHUMaLMOHHOM oTaeneHnn. CTaTUCTUYeCKuin aHa-
N3 JaHHbIX NpoBoAMICca B nporpamme Microsoft Excel. OnmcaHme 4ncnoBbIx AaHHbIX C MCMONb30BAHU-
em meaunaHbl (Me) 1 granasoHa 3HayeHun (Min-Max).

Pesynbratbl. [[nnTenbHOCTb AOFOCNUTAIBHOMO Nepuofa cocTaBmia oT 2 cyT Ao 6 mec (B cpea-
Hem 3,8 Hep.). Mo Hawwum HabnofeHuaM, BBUAY bonee bbicTporo pa3suTtua cumntomoB CA1y pe-
Tel rpyAHOro BO3pacTa, y AaHHOW KaTeropmm naumeHToB AAUTENbHOCTb [OroCNUTaNbHOrO nepu-
opa cocTaBuia Bcex MeHblue — 6 cyT (0,85 Hep). Y peteir 3-7 net — 3,5 Hep, 7-10 net — 4 Hep,,
10-15 net — 7,1 Hep, ctapuwe 15 net — 3 Hep. Takum 06pa3om, YeM cTapLie Bo3pacT pebeHKa, Tem
MefneHHee pa3BuBaeTca aekomneHcauma Cll, HO HeCMOTPA Ha 3TO BPEMEHHOWN ANArHOCTUYECKUN
NPOMeXyTOK AO/MKeH ObITb COKpalyeH A0 MUHUMYMA. [TOMUMO OCHOBHbIX cumntomoB CJl (nonu-
AMNcKA, NONNYypuA, NoXyaaHue, cnabocTb, BANOCTL), Y 55,56% pAeTer Habnoganacb pBoTa; B 29,63%
MHOroKpaTHas 1 B 25,93% — oaHokpaTHas; y 25,93% — oAblliKa Npu NocTynneHnun. Inukemua npun
nocTynneHun BapbmnpoBana oT 13,7 fo 44,4 mmonb/n (cpefHun 26,0 Mmonb/n), HbA1C 018,910 16,3%
(cpepHee 3HaueHune 13,2%). KeToHypua Habniopganacb y BCex MauuMeHTOB (cpefHee 3HauyeHue
5,7 mmonb/n). Y peteit 4o 3 neT 1 NOAPOCTKOB Habnoaannch camble HU3KMe Nokasatenu pH Kpo-
BW, COOTBETCTBYIOLYME CPEAHEN CTeNeHN TAXKECTN KeToaunao3a, a y 2 yenosek Taxenon (pH Kposun
Huxe 7,0), MUHUManbHoe 3HaueHue 6,93 y 2 feTen Ao 3 NeT, UTO CONPOBOXKAANOCH KPUTUYECKON
CTeneHblo caTypauum Kucnopopa (Huxe 92%). YpoBeHb nakTaTa y Bcex obc/iefyembix He NpeBblLan
rpaHny Hopmbl. OCMOMAPHOCTb NNa3Mbl 3a CYET BbIPpaXKEHHOW FTUMNEPrAINKEMUN W AernapaTaunm Ha-
6n10fjanacb HECKOJIbKO NMOBbLILLEHHOW, HO He MPeBblllasa AUAarHOCTUYECKOro 3HaYeHUs (B cpeaHem
314,2 mmonb/n). ECnn npu annuTenbHO CoXpaHstowenca runepocMonsipHOCTM NPoun3onaeT ee 6bl-
CTpana NUKBMAALMA (33 CYET NOrNOLWEHNA SNIEKTPOSINTOB), TO PUCK OTeKa ronoBHOro mo3ra byaet
BbICOK, 1 BCNIeACTBME HaKoMNeHMA 6ONbWOro KoNMYecTsa OpraHNYeckmx OCMOIMTOB B LUTOMNa3-
Me, obpaTHan TeHAEHLMA K UCXOAHOMY COCTOAHMIO KNeTKM ByAeT ANNTENIbHOM, T.K. OCMOINTbI OYeHb
MeJAJIeHHO BbIBOAATCA U3 KieTok. Ocobyto onacHOCTb NpefcTaBnaeT perugpatalnoHHas Tepanus,
KoTopas, NpU HenpaBUIbHOM 06beMe 1 BbICOKOI CKOPOCTY BBEAEHWA XKUAKOCTU, MOXKET NpUBeCTr
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K OTEKy roJIoBHOIo Mo3ra, 0CO6eHHO y aeTen fo 5 net. Cpen Habnogaembix nauneHToB y 4 (12%)
pa3BUIIOCh OCNIOKHEHVE B BULE OTeKa FofIOBHOrO MO3ra (M3 HUX y IBOVX C MONIMOPraHHON He[oCTa-
TOYHOCTbIO, NPUBEALLIEN K NeTaslbHOMY NCXOAY).

3AKJIIOMEHME. Y nauuveHTOB C BhnepBble AMArHoCTMpoBaHHbIM C[]1 Heob6XoAMMO yuuTbiBaTb
Hecneundulyeckre CUMNTOMbI 3ab0N1eBaHUA, Takne KaK AUCMNEncus B BUAE PBOTbI U blxaTelNlbHble Ha-
pyLIEHUsA, OCOOEHHO Yy fieTell FPyAHOro 1 paHHero Bo3pacta. [lpoBefeHne paHHEN AUarHOCTUKMN Fu-
nepravkeMun No3BONNT NPeAoTBPaTUTL passuTre KA. PaumoHanbHbI NOAXOA K pernapataLnoHHOn
NHOY3UOHHON Tepannmn Npuv TAXKENOM KeToaumngo3e No3BOSIMT M36exaTb rPO3HbIX JIETanbHbIX OCIOX-
HEHUIA.

.
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XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

YACTOTA BCTPEHAEMOCTU CNTYYAEB CAXAPHOIO ANABETA TUNA MODY,
NOATBEPXAEHHbBIX MOJIEKYNAPHO-rEHETUMECKUM UCCIIEAOBAHMEM

M.E. TypkyHoBa'?, E.b. BawHuHa?5, J1.A. XKeneHuna’, T.3. UBaweHko?, J1.B. AuTtkoBcKas',
E.A. CepebpskoBa? 0.C.notos?, A.C. Tnotog?, O.C. bepceHeBa? B.C. bapaHoB?
'®rbOY BO «CaHkm-llemep6ypeckuli 2ocyoapcmaeHHbIl neduampuyeckuli MeduyuHcKul
yHusepcumem» MuH30pasa Poccuu, 2. CaHkm—-Ilemepbypz
2QrbOY BO «Cegepo-3anadHeili 20cy0dpcmeeHHbIl MeOUyuHCKUl yHusepcumem um. U.M. MeuHukosa»
MuH3dpasa Poccuu, 2. CaHkm-llemepbype
3OIBHY «HWW ATuP um. [].0. Omma, e. CaHkm—[lemepbype

LIEJIb — onpefennTb 4acToTy BCTPEYAEMOCTM U MOJIEKYNIAPHO-FEHETUYECKME XapaKTepPUCTUKM
MODY y nauueHToB B Bo3pacTe oT 1 go 18 net — xutenen CaHkT-lMeTepbypra.

MATEPUAJIbl U METOJbI. B ccnenosaHue 6binm BKOUEHbI 54 NaumeHTa € NoJo3peHNeM Ha Ha-
CnefACTBEHHble BapuaHTbl AMabeTa C XPOHUYECKOWN MMNepriinkemmen, ¢ HOPManbHbIMU 3HAUYEHMAMM
C-nenTtuaa B TeueHue 2 neT Nocne NocTaHOBKM JMarHo3a 3aboneBaHus, OTCYTCTBMEM AMabeTnyecknx
ayTOaHTUTEN U OTCYTCTBMEM NPU3HAKOB METaboIMYeCcKoro CMHAPOMA.

Mpwn nccneposanun AHK naymeHToB ¢ nogo3peHmnem Ha MODY ncnonb30oBanocb NOSIHO3K30MHOe
cekBeHMpoBaHue. NGS-AnarHocTmyeckmne naHenn MCNosb3oBanuCb AfiA U3yUYeHUA KOAMPYIOLUX 06-
nactew reHoB, Bkntoyaa cnegytowme reHbl: HNF1A, GCK, HNF4A, HNF1B, PDX1, NEUROD1, KLF11, CEL,
PAX4, INS, BLK, EIF2AK3, RFX6, WFS1, ZFP57, FOXP3, KCNJ11, ABCC8, GLUD1, HADH (SCHAD), SLC16A1,
UCP2, INSR, AKT2, GCG, GCGR, PPARG, PTF1A.

PE3YJIbTATbI. KnvHuueckuin gnarHo3 MODY 6bin NoATBEpXAEH MONEKYNAPHO-FeHEeTUYECKNM
aHanu3oMm y 32 petein, uto cocTaBunio 59% Bcex obcnepoBaHHbIX. Hanbonee yactble MyTauum B reHe
GCK coctaBnnmn 81,25% (n=26), HNF1A 12,5% (n=4), WFS1=3,12% (n=1), PAX4=3,12% (n=1). NMpwu aHanu-
3€ aHaMHEeCTMYEeCKNX JaHHbIX B rpynne nauneHToB ¢ MODY npoueHT ciyyaeB € OTAXKeNeHHO Hacnea-
CTBEHHOCTb B NMepPBOM MOKOMEHNN OKa3anca CTaTUCTUYECKM JOCTOBEPHO BbIlE, YeM y NaLueHToB 6e3
BbIIBAIEHHbIX MyTaLMiA, KPOMe TOro B rpyrnne 6e3 MyTaumii yalle BCTPeyanuchb naumeHTbl 6e3 cemeliHom
nctopun Cl. YactoTa Hacne[CTBEHHbIX BapUaHTOB fnabeTa cpefm Bcex cyyaeB 3aboneBaHnA COOTBET-
CTBEHHO cocTaBuna 2%.

3AKJTIOMEHUE. YacToTa BcTpeuaemocTv MODY npu MCnonb30BaHMM OCHOBHbIX AnddepeHumanb-
HO-AMArHOCTNYECKUX KPpUTEprEB, MNOATBEPXKAEHHbIX MONEKYNAPHO-TEHETUYECKM WCCNef0oBaHNEM,
Ccpeau NaumeHToB C NpeanosiaraeMbiM ANarHO30M cocTaBnseT 59%.
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I SHAOKPUHOOM0B
MCKASI ACCOUMALMS mw CarkT-MeTepbypra

COCTOAHUE AUABETONIOMTMYECKON CNYXBbl B MEAUATPUYECKOW NPAKTUKE
PA3AHCKO OBJIACTU

A.10. DunumoHosa', H.A. benbix?, C.B. Pogkuna®, E.l. Mpueanosa“, O.b. bBopucosa®,
10.B. KawnpuHas, K.A. WaxaHoBa’
'06nacmHas demckasa KnuHU4eckas 6oneHUUa umeHu H.B. lmumpuesod, Pa3aHckul eocydapcmeeHHobil
MeOuYUHCKUU yHUsepcumem umeHu akademuka W.I1. [lagnosa, PasaHe
2PazaHckuli 20cydapcmeeHHbIl MeOUYUHCKUU yHUsepcumem umeHu akademuka W.I1. [asnoea, PasaHe
3CkonuHcKul MexpalioHHbIU MeOUYUHCKUU yeHmp, Pa3aHckas obnacme
‘lTopodckas 0demckasa nosukauHuka N1, PasaHe
*fopodckas 0emckasa nosukauHUka Ne2, PazaHe
fopodckas demckas noAuKAUHUKa N6, Pa3aHe
’Topodckas demckas nonuknuHuka Ne7, Pa3aHe

CaxapHblin guabeT y Aeteil 1 NOAPOCTKOB ABMAETCA OAHON M3 Cepbe3HbIX MeAUKO-COLManbHbIX
npo6nem coBpemeHHOCTU. Pa3BuTurio fruabeTonornyeckoi cnyxobl yaensieTcs rnosbilleHHOe BHYMaHne
Kak Ha defepanbHOM, Tak U Ha PErMOHaNIbHOM YPOBHE OKa3aHWA MeANLMHCKON NOMOLLY B MeAnaTpu-
YecKow NpaKkTuke.

LIEJIb — ueHUTb COCTOAHME OpraHM3aumMm MeAULMHCKOM MOMOLWM AETAM C CaxapHbiM Arabetom
B PaizaHCko obnacTu.

B PazaHckon obnacTu B ambynatopHoli ciny»kbe AeTu ¢ caxapHbim AriabeTom HabnogaoTcs B ro-
POACKUX [eTCKUX NONUNKANHUKAX, Fae paboTatoT 5 Bpauei. [Ina PA3aHckon obnactu B neguatpuye-
CKOI MpaKTUKe xapakTepHa ypbaHu3aumsa SHOAOKPVHONOrMYECKon CiyX6bl —OCHOBHOI MPOLEHT
CneunanncToB CKOHLEHTPMPOBAH B 06/1aCTHOM LIEHTPE 1 fINLib B OBHOM U3 KPYMHbIX PaioHOB 06-
nactu (CKONUHCKOM) — BefeT Npuem JeTCKUIA SHAOKPUHOMOT, feTh U3 OCTallbHbIX palioHOB (B Psa-
3aHCKOW 06nactu 25 paioHOB) — NauuneHTbl HabnogaTca B KOHCYNbTaTUBHO— ANArHOCTUYECKOM
ueHTpe O6nacTHOM [EeTCKOW KAUHWYeckon 6onbHuUbl MMeHu H.B. AmuTpreson, roe paboTatoT
2 cneymanucTa.

CTayMoHapHyo MOMOLLb IeTAM C CaxapHbiM AnabeToM B perroHe okasbiBaioT B O61acTHON AeTcKom
KNHMYecKon 6onbHuLe nmeHn H.B. AmnTpueBoii, rae B neanaTpruyeckoM MHOronpodunbHom otae-
NleHUN Ha 47 Koek BblaeneHbl 15 3HOOKPUHOMOMMYECKNX Koek. B pamkax 3Toro otgeneHus pabotaioT
[iBa Bpaya — [ETCKMX SHAOKPWHOMOra, OOUH U3 KOTOPbIX ABNAETCA 3aBefylolum otaeneHns. Ha 6ase
oTgeneHus pabotaet wkona «CaxapHoro anabeta», kotopaa B 2020 rogy 6bina MoaepHM3NpPOBaHa.
Ha Tepputopun otaeneHnsa BbigeneHO OTAENbHOE MOMELLEHNE, KOTOPOE NPY NOAAEPKKE KOMMNaHUN
«HoBo Hopauck» 6bi110 0CHaLLEHO COBPEMEHHOW YA0OHON Mebenblo, OPrTeXHUKON 1 HarMAaAHbIMA Ma-
Tepuanamu.

[letn c caxapHbim Aarabetom 1 Trna B PAsaHckon obnactu (309 naumeHToB Ha 01.01.2021 —
pacnpocTpaHeHHOCTb 157 Ha 100 000 AeTCKOro HaceneHus) NonyyaloT COBPEMEeHHble npenapaTtbl —
aHanory YenoBeyeckoro MHCyInHa.

C Havana 2021 r. B obecneyeHnn npenapatamm NHCYIMHA NPOU3OLWAN U3MEHEHUA— NaLneH-
Tbl, NONyYaBLINE NpenapaT C TOProBbiM HaMMeHOBaHMeM HoBopanua, nepeBefeHbl Ha aHanor NH-
cynuHa ceepxbbicTporo genctama Ouacn. B Ha3HaYeHMAX NHCYNNHOB 6a3anbHOro npoduna Tak-
Xe N3MEeHUNNCb TeHAeHUMN- [eTu, NoslyyaBLlune npenapart C TOProBbiM HauMeHoBaHMeMm J1aHTyc,
a TaK e feTun cTaple 6 neT C BrepBble BbIABNEHHbIM CaxapHbIM AnabeTom nonyuatoT npenapaT
Typxeo.

27% peTeii C caxapHbIM AvabeTom 1 TUna HaxoAATCA Ha MOMMOBOW MHCynMHoTepanuu. C 2020 roga
B PA3aHcKol 06nacTi noABMIacb BO3MOXHOCTb YCTAaHOBKM UHCYSIMHOBBIX MOMIN B pamMKax pernoHanb-
How BMI (yctaHoBneHo 11 uHCcynnHoBbIx nomn MeaTpoHuK 754).

Moka3zaTenu rnkMpoBaHHoro remornobuHa (HbA, ) — cpeaHnii yposeHb Y nauneHTos r. PAsaHn —
8,7%, cpein HUX AeTH, NofTyyaloLme MOMMOBYI0 VHCY/IMHOTEPaNIII0 MEIOT CpeaHNii yposeHb HbA —
7,45%, y naumeHTOB 13 panioHoB 06nactn — 8,5% 1 7,3% COOTBETCTBEHHO.
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«JloCTNXKEHUS HAYKUN B NMPaKTUKY AETCKOTO 3HAOKPUHONora»

32% peTeid 1 NOAPOCTKOB C CaxapHbIM AnabeTom 1 Tna UCNOMb3yIOT ANt CAMOKOHTPOA Hernpe-
PbIBHBIN MOHWUTOPWHT Ftoko3bl. C Havana 2021 roga B pernoHe 35 naumeHTam B pamKkax 6narotsopu-
TeNbHOW NOMOLLM YCTaHOBJIEHA CCTEMA prell— MOHUTOpWHTa Freestyle Libre.

BbIBOAbl. YuutbiBas coBpemeHHble TeHAeHUUN B oLeHKe 3GbeKTMBHOCTU Tepanun CaxapHoro
AnabeTa— BpeMsA HaxOXAeHWUA B LieNleBOM AMana3oHe, yMeHblUeHe BapuabenbHOCTW MNKeMUN, CHU-
XKEHVe YacToTbl MMMOIMKEMIN 1N AOCTUXKEHVE LieNeBbIX YPOBHEN FMKMPOBAHHOMO remMornobrHa —
aNbAHC COBPEMEHHbIX MpenapaToB UHCYNHA, CPeACTB CAMOKOHTPOJIA, @ Takxe MOBbILLeHNe YPOBHSA
0byyeHnA 1 MOTVBUPOBAHHOCTY NALMEHTOB 1 UX POACTBEHHVKOB B BONpOCaXx yrnpasneHns guabetom
JOMKHO CNOCOOCTBOBATb JOCTUXEHUIO MaKCMMarbHON 3¢beKTMBHOCTM Tepanun caxapHoro avabeta
y feTel N NOJPOCTKOB.

N
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MwuH3gpasa Poccuun " DHIIOKPHHOJIOTOB

r ‘ Accoumnauus

CNYYAN HETUNMNYHOIO TEYEHNA CAXAPHOIO AUABETA 1 TUMA Y OETEN
C PAHHMMU HEBPOJIOT'MYECKUMW OCNNOXKHEHNAMU

A.C. ®unbkoBa, J1.U. 3unbb6epman, [I.H. Nantes
OrBY «Hay4Hbil uccnedosamesnbckuli UHCMUMym 3HOOKpUHoOI02UU», Mocksa

AKTYAJIbHOCTb TEMbI: 13BeCTHO, UTO OCHOBHblEe $aKTOPbl PVCKa BO3HNKHOBEHUA AnabeTy-
YecKoW MOoNUHEenponaTum y AeTei BKIYaloT B cebs: 60Mbluyto NPOAOMKUTENBHOCTL 3aboneBaHus,
NIOXOW MMKEMUYECKUA KOHTPOSb 1 B NMOC/efjHee AeCATUNETUs Hannume nonmopodunsmoB reHa anb-
fo30pefyKTasbl. B cOOTBETCTBUM C NOCNEAHUMUN KNUHUYECKMM pekoMmeHaaumamm ISPAD 2018 Havano
CKPVHUPOBaHNA Ha Hanuune auabeTnueckol nonvHenponatm (OH) gomkHo nposoanTca ¢ 11 neT npu
ANVTeNbHOCTY 3aboneBaHusa oT 2 o 5 netT. Mexay Tem Mo JaHHbIM OTAeNbHbIX UCCefoBaHNI OKONIO
25% nauueHToB Ha MOMEHT MaHubecTaunm C1 yxe UMEeIoT NPU3HaKK CyOKNMHUYECKON NONNHENPO-
naTum, NO3ToMy NpeasaraeTca NPOBOANUTb EXErOAHbIN CKPUHWHT ANA PaHHETO BbIABIEHNA NOpPaX)eHna
HepPBHO CMCTEMbI BCEM ETAM C MPOLOMMKUTENbHOCTbIO 3aboneBaHus bonee 3 neT, a NoApPOCTKam C Mo-
MeHTa MaHudecTauun. 3010TbiM CTaHAAPTOM ANArHOCTUKN [IH ABNseTca uccnefoBaHne HEPBHOW NPo-
Bogumoctu (SHMT). OgHako 6onee pacnpPOCTPAHEHHBIM 1 MPOCTbIM METOAOM ANArHOCTUKM Ha Cerog-
HAWHUIA feHb ABNAETCA KNMHUYECKoe UCCefjoBaHve TeMrepaTypHOiA, BUOPALIMOHHON 1 TaKTUIIbHOM
YYBCTBUTENbHOCTU.

AHANN3 KNUHUYECKUX CNYYAEB. MauueHTka, 12 net, obpatunace ®rbY HMULS B cBA3n
C Xanobamu Ha Nonvypwuto, NOANAUNCUIO, CHXKEHUE BbIHOCIMBOCTU, HapacTaHue rnukemun. Caxap-
HbIi AnabeT 1 Tna AMarHOCTUPOBAH MONTOpa roga Hasag, NpW AUarHOCTUKe: rKkemusa 18 Mmonb/n,
TMMKUPOBAHHBIN reMornobuH —14,4%, nHcynui — 5,8 MKEA/MN, moKo3ypus, KETOHYpKA, OT UHCYNN-
HoTepanuu oTkasanucb pogutenu. MNposogunack Tepanus MNCCIN Ha poHe CTpOrol HNU3KOYrNeBOLHOM
AaveTbl Ha 3-4 XE B cyTku. Yepes nonropaa ot febrota 3a605eBaHnA: IMNKUPOBaHHBIN reMornobrH —6,7%,
nHcynuH — 7,9 mkEa/mn, C-nentng — 518 nmonb/n. CamouyBCTBUE yAOBNeTBOPUTENbHOE. B TeueHne
cnepytoLLero rofia MVKMPOBaHHbIV reMorno6uH ot 5,9 fo 6,4 mmonb/n. Mpu obcnepgosaHny B HMULLS:
SDS vHAeKca mMacchl Tena: —2.1, KETOHYpUS, FIOKO3Ypusi, IMKUPOBaHHBIN remornobuH —10,3%, B He-
BPOOrMYECKOM CTaTyce: rofloBHasi 60Jb, CHUXKEHWE TeMnepaTypHOl U BUOPALIMOHHON YyBCTBUTENb-
HocTW. IHMLMMpoBaHa MHCYNMHOTEpanus.

MauwreHT, 17 net obpaTWCA B CBA3M C HETUMUYHBIM TeYeHrem 3aboneBaHus. B Bo3pacTe 14 net
npy ob6cnefoBaHUN MO NOBOAY ANUTENIbHOIO cy6debpunuteTa B obLeM aHann3e Mouu BbisiBIEHA
rNKo3ypua, rmnkemus Hatowak 10,2 MMonb/n, KeToHbl 0,2 MMOJIb/N, TOCNNTaNN3MpPOBaH: MNKNPO-
BaHHbIV remorno6uH 7,7%, c-nentug 487 nmonb/n (343-1803), nHcynuH 41 nmonb/n (13-161), no-
BblleHNe TUTpa cneuunduryeckmx aytoantuten ICA 160 eg, GAD 56.3 ME/mn, |A-2 1,6 ME/mn, arnio-
KO3ypus, akeToHypus. HazHayeHa auerta c orpaHnyeHrem JIErkoyCBOsieMbIX YrIeBOAOB, MeTGOPMUH
B CcTapToBOW Ao3e 500 Mr, B AanbHelleM NpoBoAnack NnocTeneHHoe nosbiweHne o 2000 mr B cyT-
K1, Ha PpoHe yero KonebaHua rmukemun ot 4 fo 8 mmonb/n. Mpu obcneposatun 8 HMULS: rinkupo-
BaHHbIV remorno6uH 6,8%, no gaHHbiMm OI'TT auabeTnyecknii ypoBeHb rMKEMUYECKOW KPUBOW, CHU-
KeHHas CeKpeLus UHCYNMHA U C-NenTrAaa, B oTAeneHnn KkonebaHus rnmkemun ot 7 o 10 mmonb/n,
C eANHNYHBIMW NOBbIWEeHAMY A0 14 MMonb/n nocne efpl. BoiABneHa AncTanbHaa NnonnMHenponaTms,
CEHCOPHBIN TVN (CHUXeHVEe TeMNepaTypPHO U BUOPALIMOHHON YyBCTBUTENBHOCTH). Y NauneHTa UHK-
LMnpoBaHa MHCYNMHOTepanums.

BbIBOAbl. B 060oux criyyasx AUarHOCTUPOBAHO KIMHMYECKOEe TeYeHue AUCTanbHOWN Anabetnye-
CKOW NONMHeNponaTm, CEHCOPHOrO TMMa, He CMOTPA Ha YAOBNETBOPUTENbHbIN YPOBEHb MNKUPOBaH-
HOro reMorno6riHa 1 HebonblUyo ANNTENbHOCTb 3aboneBaHus. MPeanoNoXnTeNbHO NPUUNHON CTONb
paHHero pasBuTMA UCTaNbHON NONNHENPONaTM CTano NO3aHee Ha3HaYeHne MHCyNMHoTepanun. Yun-
TbiBaA JaHHble MUPOBbLIX UCCNEAOBaHNI CKPUHMPOBaHME AMCTanbHOW MONMHENPONaT BO3MOXHO
HY>HO MPOBOANTb HauVHas C AMarHOCTUKM 3aboneBaHus.
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

OAKTOPbI PUCKA PA3BUTUA XPOHUYECKUNX OCJ:IO)KHEHI/IVI CAXAPHOro
AWABETA 1 TUNAY AETEN

A.B. DodaHosa', O.B. Bonkosa', O.A. inaHoB'?
'QrbOY BO «Tgepckoli 2ocydapcmeeHHbili MeOUYUHCKUU yHusepcumem» MuH3dpasa Poccuu, Teeps,
Poccua
2I'bY3 Teepckoli obnacmu «KnuHuveckas demckas 6onbHuya N°2», Teeps, Poccus

LIEJIb — oueHWTb BAUAHWE AAUTENIbHOCTM CaxapHOro amnabeTa 1 Tvna u xapakTepa ero TeyeHuns
Ha pa3BUTHNE XPOHNYECKNX OCIIOXKHEHWNI y fieTel.

MATEPUAJIbl U METOJADbI. NpoBoannock KIMHMKO-aHaMHecTnyeckne obcnegoBaHvie 60 geTen,
60/IbHbIX CaxapHbIM AnabeTom 1 TWNa, B SHAOKPMHOMOrMyeckoM otgeneHun MbY3 Teepckoit obna-
ctn «KnnHnyeckaa aetckaa 6onbHuua N°2» B 2019 rogy. bbinv cdopmmpoBaHbl no 2 rpynnbl obcne-
AyeMmblx feTel B 3aBUCUMOCTW OT ANUTENbHOCTM 3aboneBaHua: 1a rpynna — fo 5 net (15 yenosek)
1 2a rpynna — 5 n 6onee net (45 yenoBek), U B 3aBUCUMOCTY OT TeueHNA 3abonesaHua: 1b rpynna —
YPOBeHb IMUKNPOBaHHOTO remornobuHa (HbA, ) <7,5 (11 uenosek) 1 2b rpynna — yposeHb HbA, >7,5
(49 yenosek), cornacHo Kputepram komneHcauum ISPAD-2014. B rpynnax oLeH1Banochb Hanmume Xpo-
HMYECKNX OCIIOXKHEHWI caxapHoro AnabeTta 1 TMNA: peTMHOMNATYA CETYaTKM B HavasbHoW (Henponude-
paTvBHON) cTaguu, HedponaTna B HayanbHOW (MMKPOanbbyMUHYypUUYEeCKoi) CTaann 1 SUCAUNAEMAS
MO COOTHOLLEHNIO XONIECTEPUHOB PA3NIMYHON MAOTHOCTW.

PE3YJIbTATbI. CpepHuin yposenb HbA, cpean peteit 1a rpynnbl coctasun 8,9+1,29%, a pe-
Ten 2a rpynnbl — 9,5£1,41% (p<0,05). PetHonatua B 1a rpynne 6bina BbiABNeHa y 3 aeten (20,0%),
BO 2a rpynne AaHHOe OCNoXHeHre Habntoganocb y 41 pebeHka (91,1%; p<0,05). Hepponatua B 1a rpyn-
ne 6bina obHapyxeHa y 1 pebeHka (6,7%), Bo 2a rpynne — y 8 aetein (17,8%; p<0,05). Aucnmnuaemus
Habntopanack y 2 peteid (13,3%) B 1a rpynne n'y 15 pgetein (33,3%) Bo 2a rpynne (p<0,05). CpefHas
AnuTenbHOCTb 3aboneBaHunA B ropax B 1b rpynne coctaBuna 4,6+2,08 net, Bo 2b rpynne — 6,7+2,56 net
(p<0,05). Cpeau peTenn 1b rpynnbl peTrHonaTuaA Gbina obHapyxeHa y 3 aeteit (27,3%), Bo 2b rpynne —
y 40 pereii (81,6%; p<0,05). Hedponatua B 1b rpynne Habnioganack y 1 peberka (9,1%), Bo 2b rpynne
MUKpoanbbymnHypus 6bina BoissneHa y 40 petein (81,6%; p<0,05). Aucnunupaemus 6bina ob6HapyxeHa
y 1 pebeHkKa (9,1%) B 1b rpynne ny 16 aeteit (32,7%) Bo 2b rpynne (p<0,05).

BbIBOJbl. ®akTopamy pucka pasBUTUAA XPOHUYECKUX OCNIOXKHEHWUIA CaxapHoro guabeta 1 Tuna
y [eTeln ABNATCA AJIMTENbHOCTb 3aboneBaHuA 6onee 5 net n HebnaronpuAaTHoe TeueHue AnabeTa,
NpoABNALLEECA MOBbILEHHBIM YPOBHEM IMMKUPOBAHHOTO reMornobuHa.

KJTKOYEBBIE CJZTIOBA: 0emu; caxapHsil duabem 1 muna; 2TUKUPOBAHHbIU 2emM02/106UH; duabemuyeckue
OCJIOXKHEHUS.
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C MwuH3gpasa Poccuun 3H/IOKPUHOJIOTOB

POJ1b MPUBEPKEHHOCTU NALUMEHTOB K MOMNOBON UHCYAIMHOTEPANUU
NP BNUTENbHOCTU CAXAPHOIO ANABETA 1 TUNA BOJIEE TPEX JIET

N.M. Llapracosa, O.A. KnuueHko, O.C. bepceHeBa, E.b. bawHunHa, M.E. TypkyHoBa
@rb0Y BO «C3rMY um. U.11. MeyHukosa MuH3zOpasa Poccuu», 2. CaHkm-llemepbypz

AKTYAJIbHOCTb: nHCynMHOBbIE MOMIMbI LUMPOKO MCMOJb3YIOTCA NP NleUeHnn caxapHoro anabe-
Ta 1 Tvna (CAT) y peteit n3-3a paga NpenMyLLecTB No CPaBHEHNIO C MHOFOKPATHLIMU eXKeHEBHbIMU
NHBEKUMAMM nHCYnrHa (MUWN). OpHako BONpoc 0 AOAFOCPOYHON 3GPEKTUBHOCTI HEMPEePbIBHON NOA-
KOXHOW MHY3uM nHcynmHa (HNUW) B gocTrkeHnn n nopaepkaHnm KOMMeHcaumm caxapHoro gnabeta
BCE eLle He peLleH.

LIEJ1b: onpepenutb dakTopbl, BAnAwWwYMe Ha 3GGEKTUBHOCTb MINKEMUYECKOTO KOHTPOSA B rpymnne
neten n nogpoctkos ¢ C11 Haxoaawwmxcsa Ha HIUW ot 3 net n 6onee.

METO/AbI: nccneposaHbl AaHHble 239 geteit n noapocTko M3 CaHKT-lNeTepbypra, KOTopble Haxo-
AUNUCH Ha MOMMOBOW MHCYNMHOTePanuK B TedeHne 3 1 6onee net. Mbl npoaHann3mpoBany UHaMUKY
yposHa HbA, [0 NOCTaHOBKM MHCYAMHOBOW MOMMbI 1 €70 NOCNEAHEro 3HauYeHus. MismerHerna HbA
OLEeHMBaNNCb B 3aBUCUMOCTM OT MONIa, BO3PacTa nauneHTa, MCXopHoro yposHa HbA, , a Takxke Takux
$aKTopOB, KaK YyacToTa NUCMOJIb30BaHNA HEMPEPBIBHOIO NOAKOXHOIO N3MepeHus rnoko3sbl (CGM B pe-
anbHOM BpemeHu), BpemeHHble nepexofbl ot HNUK k MUM ¢ nomoLubto LWNpUL-pyYKK, C NCNONb30Ba-
HveM Kanbkynatopa 6osntoca (Kb).

PE3YJIbTATbI: nonyueHHble AaHHble NocneaHero 3HadeHnsa HbA, He nmenn foCToBepHO 3Haun-
MbIX M3MEHEHWN NO CPABHEHUIO C YPOBHEM HbA1C no nepexopa Ha HIMUW (ncxopHoin 7,82+1,46%, no-
cnegHun 7,93+1,30%). Yncno naumeHToB ¢ HbA1c <7,5% cocTtaBuno 42%. Jlyuwme nokasatenu Habnio-
fanucob B rpynne 4,5-7 neT, rae KoAn4yecTso NauneHToB C HbA1c <7,5% coctaBuno 67%; B rpynne 12-18
net Tonbko 35% nogen umenn ueneson HbA, .Y 60nbwnHCTBa NauneHToB ¢ ncxogHbim HbA, <7,5%
€ro nociefHee 3HaueHre 0CTaBaNoCh LieNeBbIM, TOrAa Kak y nauneHTos ¢ HbA, > 7,5% fo nepexopa
Ha HIMUW TonbKko 23% AoCcTUrn LeneBoro ypoBHA. Takxe NyyLlnii INKEMUYECKU KOHTPONb Y naum-
€HTOB, KOTOpble MOCTOAHHO ncnonb3oanu HMMW, no cpaBHeHMIO C NaumeHTamm, KOTopble Neproanye-
cKkn nepexogunu Ha MU ¢ nomoubio wnpuu-pyykn (p <0,05). HbA, 6bin HUXe B rpynne NOAPOCTKOB
12-18 ner, KOTOpble NOCTOAHHO ncnonb3osann HMIT B peanbHOM BpeMeHK, MO CPaBHEHWIO C rpynnon,
KoTopas He ncnonb3osana HMr (p <0,05).

3AKNIOYEHUE: cTaTnCTUYeCcK OCTOBEPHOTO 13MeHeHnsA ypoBHA HbA, 'y feTeit n nogpocTkos
Ha HMW npogonxntenbHOCTbIO 3 roaa 1 6onee No CPABHEHMIO C UCXOAHBIM 3HaueHeM HbA, He 06-
Hapy»keHo. Y 60/1bWINHCTBA NAaUMEHTOB C LenesbiM yposHem HbA, (<7,5%) ao nepexoaa Ha HMWW ero
nocnepHee 3HayeHMe OCTaBanoCb B Npefenax Lenesoro gmanasoHa, a y nauneHToB C UCXOAHbIM He-
uenesbim yposHem HbA, (27,5%) TonbKO 23% AOCTUTIN LIENEBbIX 3HAYEHNIA, YTO MOXKET 6biTb CBA3AHO
C HEAOCTAaTOYHbIM COONIOAEHNEM METOLOB NEYEHNA U CAMOKOHTPOS.

KJIIOYEBbIE CJTOBA: caxapHbili Ouabem 1 mund; UHCY/TUHOMePAnUs; HenpepbIBHAs NOOKOXHAA UHGY3UA
UHCY/TUHA; HenpepbisHOe MOHUMOPUPOBAHUE 27IUKeMUU; 2/TUKUPOBAHHbIU 2eMO2/106UH.
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3HAYEHUE HENPEPbIBHOITO MOHUTOPUPOBAHUSA NMWKEMUN
B NOAAEPXXAHUU METABOJINYECKON KOMNEHCALIUN CAXAPHOIO ANABETA
1TTUNAY BETEM N NOAPOCTKOB

W.M. Llapracosa, E.b. bawHunHa, H.B. Bopoxo6uHa
®Orboy BO «C3IMY um. .M. MeuyHukosa MuH3dpasa Poccuu», 2. CaHkm-llemep6ype

BBEJAEHUE. HenpepbiBHOe MOHUTOpUpoBaHue rnnkemmn (HMI) B ynpaBneHun caxapHbim anabe-
TOM Yy fieTeli 1 MOAPOCTKOB LUMPOKO UCMOSb3YIOT C Liefblo KOHTPONs 3aboneBaHus.

LENb — oueHnTb BnvsHne HMI Ha meTabonuueckylo KOMMeHcauuio npy caxapHom avaberte
1 Tnay aeTel 1 NOLPOCTKOB, HAXOAALMXCA Ha HENPEPbIBHOW NOAKOXKHON UHY3UK MHCynuHa (HMUN)
B 3aBMCUMOCTM OT YacTOTbl Y ANIUTENIbHOCTU MOHUTOPVPOBAHUA.

METOAbI. MposeneH cpaBHWTeNbHbIN aHanu3 nokasateneit HbA, y 171 peTelt n nogpocTkos
B BO3pacTe oT 4,5 oo 18 neT, KoTopble HaXOAWINCh Ha MOMMOBOWN MHCYNIMHOTEpanuu 3 u 6onee ner.
CpaBHWAM AaHHble ABYX FPYNN NauMeHToB: 1-to rpynny coctaBunm 70 NauMeHTOB, KOTOPbIe NCMNONb30-
Banu HMI nocTosiHHO, NGO He pexe 1 Hep B mMecAL; 2-10 rpynny coctaBuny 101 nayueHT, KoTopble
ucnonb3osanu HMI pegko (1-2 pa3sa B rog), 1m6o BoobLLe He 1CMNonb30Banu.

Pe3ynbTaTbl. Y fieTeit u nofpocTKoB 06LLel Bo3pacTHOW rpynnbl, ucnonb3osaswwyx HMI nocTosHHO
unu He pexe 1 Hep B MecsL, Habnioganacb TeHaeHUUs K 6onee H13Komy yposHio HbA1c, no cpaBHeHMiO
C AeTbMYM 1 MOAPOCTKaMU, KoTopble He rcnonb3osanu HMI, nnéo ucnonbsosanu peako (7,78+1,38%
npotuB 8,13+1,24% p>0,05). 3HaunMo 6onee HU3KUe NoKasaTenu HbAk HabnloAanucb y NoapoCcTKOB
12-18 neT, koTopble ncnonb3osBany HMI' NOCTOAHHO, MO CPaBHEHMIO C FPYNMON NOAPOCTKOB, B KOTOPOW
He ncnonb3osanu HMI (7,81+1,12 npotus 8,3+1,23%, p <0.05).

BbIBOAbl. NprmeHeHre HMI B ynpaBneHun caxapHbimM JMabeTom y feTeil 1 MOLPOCTKOB CNocob-
CTBYET NofAep»XaHu1io METaboNMYeCcKo KoMMNeHcaumm 3abonesaHuns: Jiyyllne Nokasartenu rmkemmye-
CKOTo KOHTPONSA HabioAanunchb y NofpoCTKOB, NCMosb3oBaBLLuX HMI nocTosHHO.

KJTKOYEBBIE CJ/IOBA: caxapHeiti duabem 1 mund; noOpocmKu; UHCY/TUHOMEPAanUs; Henpepbi8HAs NOOKOX-
HAA UHQY3UsA UHCYIUHA; 2/TUKUPOBAHHbIU 2eM02/100UH; Y2/1e800HbIl OOMeH.

N
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‘ Accoumnauyms

I SHAOKPUHOOM0B
MCKASI ACCOUMALMS mw CarkT-MeTepbypra

OHJIAVH-LUKOJIA AUABETA B YCJIOBUAX MAHOEMUU

W.10. YepHsak', E.JI1. Cugenesa’, U.A. Maxpoga', A.E. Cemusapos?, T.U. CemnsapoBa?
'TbY3 «/[lemckas kpaesas knuHu4eckas 6oneHuya» M3 KK, e. KpacHodap

2KpacHoOapckoe peeuoHaneHoe omoeseHue Obwepoccutickoli obujecmeeHHol opeaHu3ayuu
uHeanuooe «Poccutickas duabemuydeckas accoyuayus», 2. KpacHooap

B HacTosAulee BpemsA B MMpe HacumTbiBaeTca 6onee 300 MSIH 60JbHBIX caxapHbiM auabetom (CL).
B 6onblumMHCTBE CTpaH, BKNoyasa Poccuio, pernctpupyetcsa poct 3abonesaemoctn CA 1 tuna (CA1)
B IETCKOM BO3paCTe, 0COOEHHO B Pa3BMBAIOLLUXCS CTPAHAX U CTPAHaX C BbICOKMM 3KOHOMUYECK/M pas-
BUTUeM. B KpacHogapckom Kpae Ha 01.01.2021 r. 3apeructpupoBaHo 1993 peberka ¢ C41. O6yyeHune
nauymeHToB ¢ C[11 sABnAeTcA HEO6XOAUMBIM YCIIOBMEM YCMELIHOTO IeYeHNs, afekBaTHOrO rnKeMuye-
CKOFO KOHTPONA 1 NPOGUMIAKTAKMA OCNOXKHEHNIA.

LIES1b: npoaHanu3npoBaTb pe3ynbTaTthl paboTbl OHNANH-LLKOMbI AnabeTa ana aeten

PE3YJIbTATbI: 1na ob6yyeHna naunentos ¢ C11 B KpacHopapckom Kpae Ha 6ase BY3 «[leTckan
KpaeBasi KMHUYecKasa 6oNbHUL@» MUHMCTEPCTBa 3ApaBooxpaHeHus KpacHopapckoro Kpas (IBY3
OKKB M3 KK) ¢ 2008 ropa paboTtaeT Lukona anabeta, kotopas ¢ 2014 r. pyHKLMOHUPYET KaK CTPYKTYp-
Hoe nogpa3saeneHue.

B ycnoBusax BO3HMKHOBEHUA HOBOW KOPOHAaBUPYCHOW MHGEKLUM NaLMEHTbI C XPOHUYECKMI 3a60-
neBaHuAMY, B ToM uncie c Cf11, pekomeHAyeTCsA OrpaHNYEeHr e KOHTAKTOB, TaK Kak OHV BXOAAT B Fpynmny
pucka MHGULMPOBaHMA.

MaymneHTbl N UX Cemby, HaXOAACh B YCNOBUAX BbIHYXXAEHHOW N30NALUN, NCMbITbIBAIOT NCUXONOIN-
Yeckunii AMCKoMbopT. IMOLMOHANbHbIE TPYAHOCTM CEMEI MOXHO PAaCcCMOTPETD, Kak peaKLmio Ha CTpec-
COBYIO CUTYaLMIO, CBSI3aHHYIO C 3aboneBaHrieM pebeHKa. ITU COCTOAHMSA YCyrybnsalTca HefOCTaTKOM
3HAHUI 1 HaBbIKOB, YTO MPUBOAUT K CHYPKEHWIO NMPUBEPXKEHHOCTU K JIEUEHUNIO, MPOBEAEHUI0 CAMOKOH-
TPONA, CHKEHMIO MOTVBaLMUW NauueHTa K ynpasnenuto C1. lonrocpouHoe TeueHne naHAemmun npu-
BEJIO K OrpaHnyeHmnio O4YHOro B3aUMOZENCTBUA 11 BOSHUKHOBEHMA HEOOXOAMMOCTM nepexofa Ha Anc-
TaHUMOHHOE obyyeHue.

MpoekT «Mepuko-ncuxonormyeckne obyyaiolwme oHnaH-Be6uHapbl B «llKkone AnA naumneHToB
C caxapHbIM ArabeTom» ana petei—-nHBanugos ¢ CL 1 1 nx poguTenein Bo BpeMs 1 Nocse naHgeMumn»,
pa3paboTaHHbI KpaCHOLAPCKMM pervioHanbHbIM oTAeneHreM obLLepoCcMncKon 061LeCcTBEHHOM opra-
HU3auun nHBaNnaoB «Poccuiickas anabetnyeckas accoumauus» (KPOOOOW «PLA») ctan nobeautenem
KoHKypca QoHpa lNpe3ungeHTckrx rpaHToB B 2021 rogy. [IpoeKT HanpasieH Ha JOCTVKEHVe 1 noaaep-
»aHue KOMMeHcaummn caxapHoro avabeTta nyTeM BHepeHus HOBbIX GopM 06yyeHus. B pamkax npoekTta
nnaHvpyetcsa nposeaeHve 12 oHnanH-sebrnHapoB no ynpasnennto C[1 1, nogaepxaHuio SMoLMoHanb-
HOro paBHOBeCMA B CeMbe. 3aHATWA MPOBOAATCA Bpayamyl AETCKUMW SHAOKPUHOMOraMU U Mepu-
LUmHcKkm ncuxonorom IBY3 [IKKb M3 KK. B kauecTBe MeToanyeckomn OCHOBbI 06yyaloLyx Nporpamm
NCNONb3YIOTCA: KANTOPUTMbI CNELMaNN3MPOBAHHON MeAULIMHCKOM NOMOLLM BOIbHBIM CaxapHbIM Ava-
6etom») nop. pea. U.W. Oenosa, M.B. LlectakoBoin. M., 2019, knnHudeckre pekomeHzaumnm «CaxapHblia
avabet 1 Tunay geten. 2019 r.

TpaHcnAuMA OHNaH-BebMHAPOB ocyLlecTBAsAETCA B NpsAMoM 3dupe Ha tOTy6-kaHane KPOOOOU
«POA». MpenmyLectBo Takoi GopMbl 06yUeHWs: NOAKIIOYEHNE HEOTPAaHNYEHHOTO KONIMYEeCTBa y4yacT-
HVKOB 13 NI0ObIX PErroHOB, AOCTYNHOCTb AN Nofel Pa3HOro CoLManbHOro cTaTyca v ypoBHs 6naro-
COCTOAHNSA, BO3MOXKHOCTb NPOCMOTPa MaTepurasa HeorpaHUYeHHOrO KONMYecTBa pa3s no Mmepe Heobxo-
AnMocTU. B xofie MpAMON TpaHCAALMMN YYacTHUKN BEBUHAPOB UMEIOT BO3MOXXHOCTb 3aflaTb BOMPOCHI
BefyLiemMy 1 NonyYnTb OTBET.

B xope obyueHus B «LLIkone ana nauueHToB C caxapHbiM AnabeTom» B popmaTe OHNaNH LeTW C NH-
CYNIMHO3aBMCMbIM CaXxapHbIM A1MabeTom nonyyat Heo6X0AMMbIE 3HAHUSA O MHCYNMHOTEPANUK, TEXHUKE
WHBEKUUIA, NpaBuiax nogbopa 403 UHCYNNHA, AeNCTBUAX MPU XKU3HEYTPOXKAIOLWMNX CUTYaUmsAx. ITo rno-
3BOJIUT YMEHbLUNTb YNCNO BHEMIAHOBbIX FOCNUTaNMN3aLUmMin B CTaLoHap.
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XVII Poccuickas HayvyHO-NpakTUYecKass KoHpepeHUNS AETCKUX SHAOKPUHONOTOB
«JJOCTUKEHUS HAayKU B NPaKTUKY AETCKOTO SHAOKPUHONOTa»

3aHATUA C NCKXONOrOM YCTaHOBUT NapTHEPCKMe oTHoLeHMA «CaxapHblii AnabeT+pebeHoK+poan-
Tenn», C y4eTOM OCOOEHHOCTE MHCTUTYTa CEMbMU.

MpoeKT BocTpeboBaH 1 MOMyuYnn MOSIOXKMTENbHbIE OT3bIBbl CeMell, BocnuTbiBalownx getern CA1.
Bo Bpems TpaHCsALMY NOAKIIIOUYEeHE YYaCTHUKOB COCTaBnsso 6onee 200 yenosek.

BbIBOJbl. Takvim 06pa3om, oHNalH-06y4YeHre NO3BONAET UCMONb30BaTb HOBble MHHOBALIMOHHbIE
METOAUKYM B KOMIMJIEKCHOM NleyeHun naumeHToB ¢ CL1 1 v npoBefeHne 3GbeKTUBHON NCUXONIOMMYECKOoi
KoppeKuuu.

BakHbIM acneKkTom npouecca obyyeHns ABNAETCA co3faHne YCIOBUI ANA YYaCTHUKOB, B KOTOPbIX
OHV CMOTYT MPUHMMATb PeLleHUA 1 NIaHNPOBaTb N3MEHEHUA B CBOeW X13HM 1 ynpasneHun CA1.
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OBYYEHUE [ETEN C CAXAPHbIM AUABETOM B HOBbIX SNMUAEMUONOMMYECKUX
ycnosmax

T.3. LlenkaHoBa, C.B. EropoBa

KIbY3 «[Jlemckas kpaesas KnuHu4eckas 6oneHuya» um. A.K. Muomposuya,
2. Xabaposck

[locTuxKeHre xopolero MeTabonnMyeckoro KOHTPOMA U CTOMKON KOMMeHcauun yrneBOoAHOro
obmeHa ABNAETCA OCHOBHOW 3ajayen B nevyeHnmn caxapHoro gvabeta 1 Tvna (CA1). Begywyio ponb
B JOCTVKEHUW MOJSIOXKUTESIbHBIX pe3ynbTaToB neveHus C[l nrpaet cam 6onbHoi. ObyueHne naumeH-
ToB ¢ CJl, HanpaBneHHOe Ha YMeHWe ynpaBiATb CBOMM 3aboneBaHMeM, ABNAETCA OCHOBOMOarat-
MM MOMEHTOM Tepanuu, Tak Kak NCrnosib30BaHNe BbICOKOTEXHONIOTMYHbIX CPefICTB MOXKET OKa3aTbCA
«rnoTeperi BpEMEHU 1 CPefCTBY, eC/ NaumeHT He obyyeH. be3 obyueHna naumeHTa Nnpasunam NHCy-
NIMHOTEpanun, CaMOKOHTPONA, Bonpocam noseaeHna npu Cll, HEBO3MOXKHO [OCTUYb XOPOLLEl U A0S~
rocpoYHoi KoMrneHcaumum 3abonesaHus. TpyaHOCTU B 06yUYeHNn caMoKoHTponto AeTeln ¢ C[l cBA3aHbl
C Pa3nNYHBIMMN NCUXONOFNYECKMUN OCOBEHHOCTAMM, OBYCNOBNIEHHBIMY KaK BO3PaCTHbIMM acneKTamu
BOCMPUATNA, YCBOEHUA MHPOPMaLUK, NOBeAEeHNs, B3aMMOOTHOLIEHVEM C UNleHaMK CEeMbU U OKpPY-
Xatolwero counyma, Tak 1 C U3MEeHeHVAMMN NMCUXUKNA pebeHKa, Bbl3BaHHbIMU CaMuM 3aboneBaHnem
N OrpaHnyeHnaMM.

C yyeToM 3MUAEMMONIOTNYECKON CUTyaLuK, CBA3AHHON C HOBOW KOPOHOBUPYCHOWN WHbeKuueln
B CTpaHe, 0byyeHne NayMeHToB 1 NX poauTenei no nporpamme «llikona caxapHoro arabeta» B JKKb
um. A.K. MnoTpoBsuya, ¢ 04.2020 r. 4nA NOBTOPHbLIX 06YyUYeHNI NepeBefeHO Ha ANCTAHLMOHHDI BapraHT,
B opmaTe OH-naliH (B coLmanbHbIX CETAX).

LENIb PABOTbl — nokasatb Heo6xoauMocTb 1 3GdeKTUBHOCTb fMaobyyeHns AeTel, UX poaute-
el ONeKyHOB,B TOM YMC/Ie MPU U3MEHVBLUMNXCA SNMMAEMUONTYECKUX OOCTOATENbCTBAX.

O6beKT nccneoBaHVA: CPaBHUTENbHAA XapaKTeprCTMKa ABYX rpynn 60/bHbIX 06yUeHHble NepBo-
HauasibHO 1 He NoaAepPXKMBatoLMe B AarbHeLEM AVHAMUYHOE 0ByuyeHre 1 MOCTOAHHO obyyatoLmecs
CamMOoCTOATENbHO 1 MO nporpammam «[1poaBUHYTbIN YPOBEHbY).

C 1997 r. B «[leTCKOW KpaeBoW KNMHNYeCKO 60NbHMLE» pa3paboTaHbl U BHEAPEHDI K NPAKTUYECKO-
My npumeHeHnto auddepeHUMpoBaHHbIe MPOrpaMmbl 0byueHUa feTel N UX poguTenei, NoAPOCTKOB
cCAn:

NMPOrPAMMDI:

InA getel ¢ Bnepsble BbiABNeHHbIM CL] 1 ana ux pogutenen;

«MPOABUHYTBIN YPOBEHb» ANA MOAPOCTKOB C AnutenbHocTbio Cll 6onee roaa;

ANA feTei CTapLuero AOLWKOJIbHOMO U MNafLLero WKonbHoro Bo3pacta c CA1;

wKona «[oMnoBo NHCYNMHOTEPanun».

MepBbIt ypoBeHb — nNporpamma AnA AeTen, ¢ Brnepsble BbiABNeHHbIM CLl 1 ana ux pogutenen.
B 3TOT nepwoa v aetn, n Nx poanTeNnn HaXOAATCA B COCTOAHMMN TAXKENOro NCUXONOrMYecKkoro ctpecca.
Bapbep HenpuaTua 601e3HN B NepBble MecsALbl 3aTPYAHAET NpoLecc NPUHATUA MHpopMaLun o cBoel
60/1e3HU 1 HOBbIX NMPaBUaX *U3HW. [aBHas nges nporpamMmmMbl — NMoKasaTb AETAM U X POJUTENSAM, UTO
XKN3Hb C AUabeTOM BO3MOXHA, YTO rMaBHbI Te3nc «[lnabet — He 60ne3Hb, a 06pa3 XM3HM» — He NPo-
CTO Pppasa, a peanbHOCTb ANA HUX. [1pn STOM HEO6XOANMMO CO3AaTb MOTUBALMIO Y pebeHKa 1 ero poguTe-
neii Ha caMoKoHTponb C[l, 06yunTb BO3MOXXHOCTAM YNpaBleHUs UHCYNMHOTepanvein. Tema no ocnox-
HeHuam C[] B JaHHOW Nporpamme HamepeHHO He obcyXKaaeTcs, YTobbl He ycyrybnaTtb cTpecc pebeHka
N ero popuTenei, HO Ha NPOTAXEHUN BCEro 0ByyeHNA NPOBOAATCA MOACHEHUA NoYeMy Heob6XoAMMO
MMeTb XOpoLUre NnoKasaTenu ramkeMumn.

Mporpamma «poaBUHYTBIN YpOBeHb» Asi MOAPOCTKOB € anutenbHocTbio C1 6onee roga. Anu-
TenbHbIN nepuog C[1 BHOCUT CBOU 0COBEHHOCTY B CUXONOTMio pebeHKa, 0cobeHHo nogpocTka. Mocne
1-ro ropa 3abonesaHus 1 fanee, Yem bosblue CTaX, HE3aBNCUMO OT YPOBHA 3HaHNI pebeHoK Hauu-
HaeT cunTaTb, YTO BCe CMTyauumm *un3Hu ¢ C[l 0CcBOEHbI, yunTbCA B «lWKoJe ArabeTa» HET cMbicia —
OH BCe 3HaeT. PebeHOK CTaBWT fpyroi Gapbep HenpuATAA MHPopmauun — 6Gapbep MOAPOCTKa,
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nepeXxnBaloLero MCMXoNornMyecknin. Kpnsmc B3pPOC/IEHUA, NPOXOAALIEro CTaguio <HUMMAN3Ma».
O6yueHune no nporpamme «[1pPoABUHYTbIN YPOBEHb» NMPOBOAUIOCH Yepes 6-12 MecsALeB, Nocsie Ha-
Yyana 3aboneBaHus U geTaM c 6onbwmmM ctaxkem CJl. [naBHasA 3ajaya — HayuuTb pebeHKa TOHKOM
TeXHVKe KOPPEeKLUMM A03bl MHCYNINHA, YNPaBJIEHMIO MHCYIMHOTepanmen, C MOAeNMPOBaHNEM Ha KU3-
HeHHble cMTyaumun. 3aHATUA A4 STON rpynmnbl AeTell NPOBOAATCA B GopMe AeNOBON Urpbl C 06A3a-
TenbHbIM BbIGOPOM AN pebeHKa CBOEro poneBoro yyactma. O CTOMKUX M3MEHEeHUAX MoBefeHUs,
cBA3aHHOro ¢ CJl, MOXKHO CyANTb Takxe Mo HalNuMio AHEBHNKA CAMOKOHTPOJA C COOTBETCTBYIOLMMM
3anMcAMM pe3yNbTaToB MIMKeMWU, JO3bl MHCYSIMHA, KOIMYeCTBa XIeOHbIX eAMHNL, 1 aHAUTUYECKUMM
paccyAeHnAMM Npy ocmoTpe nauneHTa. CopeBHOBaTENbHbIV yX AeTell Mo KomneHcauun guabeta,
ABJIAETCA XOPOLUUM CTUMYJIOM K COBEPLIEHCTBOBAHMIO 3HAHUIA.

Mporpamma MOMNOBON NHCYNMHOTEPaNuUK NPOBOANTLCA MPU MepPeBO/e Ha BbICOKOTEXHOOMNYHbIN
MEeTOf JIeYeHA 1 B JaJibHelLIeM COBEpLLEHCTBYEeTCA.

B anawwkonax obyueHo 917 feTell U NOAPOCTKOB, a TakXe poguTtenen n onekyHos ¢ C11, B Bo3pacte
2-18 ner.

B cpaBHUTENbHOM WCCNEAOBaHMN y4yacTBOBanW: nepsas rpynna, obyyeHHble MepBOHayanbHO
U He noaAepurBaloLLme JUHaMnyHoe obyyeHre — 50 yenosek, BTopas rpynmna perynsapHo obyyaembie,
CTpeMALLMECA K HOBbIM 3HaHNAM — 51 yenoBsek.

Tak, B nepBoll nccnenoBaTenbCcKon rpynne nauyMeHToB TobKo 50% Mornm npeabABnUTb AHEBHUK
CaMOKOHTPONA (CCbIIKM NaLMEHTOB Ha XpaHeHVe 3HaYeHUN MNKEMUNM B NaMATW MIIOKOMETPOB), HN3-
KasA KOMMJIa@HTHOCTb AeTel U poanTenen Npu BeAeHNN AHEBHUKA CaMOKOHTponA. PerynapHocTb us-
MepeHVA rMKeMun He npe.blwana 3-4 pa3 B cyTku. CnegyeT oTMeTUTb, YTO BCero 7,8% nauneHToB
MOT/IM CAaMOCTOATENbHO NPVHNMaTb pPelleHrs No KoOppeKUMn nHcynnHa. CpegHuin ypoBeHb MNKMPO-
BaHHOIO reMornobuHa AnA AaHHON rpynmbl coctaBun — 9,6%. B Hell oTMeyeHo 60bLLIOe KONMYecTBo
OCTPbIX OCNIOXXHeHMI: okono 18% AeTen 3To rpynnbl HYXKAAINCb B MHOFOKPaTHbIX rocnuTanusaum-
AX — OT 2 A0 4 pas3 B rof, no npuyMHe KETOALMA03a, BbICOKON BaprabenibHOCTU 1 CpeAHETKeNbIM
U TAXKENbIM MMMNOTUKEMUYECKM COCTOAHUAM, HECTAaOUIbHON MUKEMIN Ha GOHE MHTEPKYPPEHTHDIX
3abonesaHuit. OTMeUeH Tak»Ke POCT MUKPOCOCYANCTbIX OC/IOKHEHUI Ao 25%.

Bropas rpynna nauueHToB — npaktuyecku ¢ 80% perynapHOCTbIO N3MEPeHNA MTIOKO3bl KPOBU
A0 6-8 pa3 B CyTKM 1u nonb3yolmeca dpaew-MoHUToprHramm. CamoCcToATeNIbHO N3MEHANN J03Y NH-
cynviHa B 72% cnyyaeB. CpefjHWI ypOBEHb MMNKMPOBAHHOIO reMoriiobuHa AnA AaHHON rpynmbl cocTa-
Bun — 7,0%.

CHVKeHMe 4acToTbl TMMOMIMKEMUI HaMpAMylo OblfIo CBA3aHO C MEPUOANYECKM ObyyYeHuem
B LLIKone grabeTa: c ymeHMeM NaumneHTOB BbIABNATb U KYyNMpoBaTh Y ce6a paHHVe NPOABEHNA Nerkom
runornvkemun. focnutanusauma B CTaLMOHap AaHHOW rPyMmbl MO SKCTPEHHbIM MOKa3aHUAM OTMeYa-
nacb TO/bKO B 5% cyyasx (KeToaumnpos Ha GoHe MHTePKYPPEeHTHbIX 3abonesaHuin). bnaropgapsa pery-
NAPHbIM 0OyYeHVAM, B AaHHOW rpyrre NaLyeHTOB CHUMKEHO KOJIMYECTBO MUKPOCOCYANCTbIX OCIOXKHE-
HUI 0o 4%.

BbIBOJ: HoBble ycioBus naHgemmmy TpebyioT Moucka ycoBepLIeHCTBOBaHNA CIy»K0bl Ha «paccTo-
AHUW». PerynapHoe, noBTopHoe obyyeHne nauneHtos ¢ C[11, B TOM yncie AMCTaHLMOHHBIM METOAOM,
MO3BONWIIO YNYYLLMTb NMOKa3aTenn KiMHNKO-MeTabomuyeckoi KoMMeHcaLmm, YTo CBA3aHO C yBennye-
H/eM YacTOTbl N KayecTBa CaMOKOHTPOJA, a TakKe YyMeHMeM CUTyaTVBHO ynpaBaATb MHCYNMHOTepa-
nven, NoHMMaHVem cobsioAeHNeM NPaBUI NUTaHWA, aAeKBaTHO MCUXONIOrMYECKN BOCMIPUHMMATb CBOE
3aboneBaHue 1 HeCTN pearnbHyto OTBETCTBEHHOCTb 3a CBOE 3[J0POBbeE.
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ONbIT PABOTbl SHAOKPUHOJIOTMYECKO rPYMMbl AETENA C CAXAPHbIM
AWABETOM B AOLWLKOJIbHOM OBPA3OBATEJIbHOM YYPEXAEHNA

[H. lununosga, E.A. KoBaneHko, E.10. BatanuHa, f.B. Tnpw
bY «Cypaymckas 20p0o0cKas KiuHUYecKkas noukauHuKa Nes», 2. Cypaym, XMAO-HOzpa

[inA Kaxpow cemby € pebeHKOM JOLKOSIbHOFO BO3pacTa C caxapHbiM Anabetom (Cl) BCTaeT nepBo-
ouepepHasn npobnema — opopmneHne pebeHKa B JOLWKONbHOe 0bpa3oBaTenbHoe yupexgeHue (JOY).

B unione 2015 r. Ha 3acepaHuny OblwecTBeHHOro coBeta npu BY «CypryTckasa ropofckasa KavHU-
yeckan NonnKNuHMKa N°5» npeacTaBuTeny opraHusaumy nauneHToB «Hagexaa» aetelt ¢ caxapHbim
AnabeTom, Bpaun SHAOKPUHONOMN, NpeAcTaBUTeNn agMmmnHucTpaumn ropoga Cypryta obcyamnum He-
06xoAMMOCTb CO3AaHMA B ropofe otaenbHou rpynnbl B IOY ¢ BO3MOXHOCTbIO MOYyYEHNA AOLIKOSb-
Horo o6pa3oBaHWA 1 Cneunanu3npPoBaHHON MeauumHcKon nomowm. OceHbio 2015 roga nonyuyeH
MOMOXMNTENbHBIV OTBET O BO3MOXKHOCTM OTKPbITUA CNeuman3npoBaHHON PasHOBO3PACTHON rpynmbl
Ha 6a3e MBJOY Ne 40 «CHerypouka», obcnyxmBatowminca bY «Cyprytckaa ropoackas KnmHuyeckas
noANKANHMKa N25».

LIEJIb — npoaHanusmpoBaTb pe3ynbraTbl GYHKLMOHMPOBAHMA CrieumanbHOM Fpynnbl AN aeTen
C caxapHbIm grabetom B JOY.

B ceHTAGpe 2016 r. OTKpbITa SHAOKPMHONOrMYECKan rpynna AeTtei ¢ caxapHblM grnabetom 1 Tvna,
3afilayamMu KoTopon 6binu:

«  npepocTaBfieHne BO3MOXHOCTY AeTaMm ¢ C[l nocelaTb AOLIKONIbHOE 06pa3oBaTeNibHOE yupexaeHue;
+  pacwupeHne BO3MOXHOCTeN poauTenein getein ¢ C[] 3aHMMaTbCA CBOeN NpodeccnoHanbHon gen-

TeNbHOCTbIO;

+  KOHTPOJIb YPOBHSA FOKO3bl KPOBY BO BpeMsA npebbiBaHuA pebeHka B JOY ¢ KoppeKuuen nHcynm-

HoTepanuu;

«  apanTauuA geTent K coumymy;
+  MOAroToBKa K LUKOse.

E>xerogHo KonnuecTtBo feTein ¢ caxapHbiM AnabeTom JOLWKONIbHOrO BO3pacTa yBennumsaetca. Oce-
Hbto 2019 rofa 6bI10 NPUHATO PeLLeHKe OTKPbITb BTOPYIO MPYynny B TOM Xe JOLWKONbHOM 06pa3oBa-
TENbHOM yupeXxeHue C pasfeneHnem aetein No Bo3pacTy. Ha AaHHbIN MOMEHT rpynrbl noceLatoTt 24
pebeHKa OT 2 neT Ao 7 neT, Habop AeTeln NPOAOIIKAETCA.

lpynny HabniopaeT Bpau—-AEeTCKMIN SHAOKPUHONOT. MeAnLMHCKIe cecTpbl MpoLnn obyyeHune 1 no-
JIY4MSIN HaBbIKN NpaKkTuyeckol paboTbl Ha 6ase BY XMAO-IOrpbl «CypryTcKol ropofacKomn KIMHUYecKkom
60/bHMLbI», FAe OKa3blBaeTcA CcneynanusnpoBaHHas nomolb getam ¢ Cll, a B mapte 2016 roga Ha Bbl-
e3[JHOM ceMuHape B I. MoCKBa nonyyeHo yaocToBepeHre o NoBbilLeHe KBanubrKauum «yyactme me-
AULIMHCKNX CecTep B OKa3aHUM NOMOLLY 60NbHbBIM C caxapHbIM ArabeTomy.

KoHTposb ypoBHSA caxapa KpoBM OCYLLeCTBAAETCA MEANLIMHCKUMMN CECTPAMM Ha NPOTAXEHUN BCe-
ro AHA Kaxable 30 MVH, MO Mepe HeobXxoAMMOCTH, Yalle. Y 55% feTeil ycTaHOBNEHbI CUCTEMbI Henpe-
PbIBHOTO MOHWUTOPWHIA FMIOKO3bl, YTO MO3BONAET HabIOAATb 33 YPOBHEM FNIOKO3bl KPOBU B peXuMe
peanbHoOro BpemeHu, 85% feTeid rpynrbl NOAyYatoT TePanmio C NOMOLLbIO MHCYNIMHOBBIX nomn. Mocne
N3MepeHWs YPOBHSA FI0KO3bl B KPOBU, C yHETOM CbefIeHHbIX YIIEBOAOB W YTNEBOAHbIX KO3 dULMEHTOB
[EeTAM BBOAMTCA UHCYNIUH C MOMOLLbIO WNPUL-PYYEK U MHCYIMHOBBIX MOMI.

Bcsa nonyueHHaa nHpopmalma 3anmcbiBaeTca MeANLMHCKAMU CeCTpamy B AHEBHUKM CAMOKOHTPO-
NI KaXXAoro pebeHKa, B KOTOPbIX YKa3blBaloTCA:

+  YPOBEHb IMIOKO3bl B KPOBU B TEYEHME AHS;

+  KOJIMYECTBO CbefieHHbIX YINIeBOAOB;

+  KOJIMYECTBO BBEAEHHOIO MHCYNINHA;

+  3ameHa MHY3MOHHOro Habopa, 6aTapeek, APYrMx PacXoAHbIX MaTeprasnos.

BefieHne gHeBHMKa NO3BONAET 06BbEKTUBHO OLIEHUBATL NOJSTyYEHHbIe pe3ynbTaThl, a Npy Heobxoau-
MOCTV BHOCUTb COOTBETCTBYIOLLME U3MEHEHUA B NMUTAHNE N CXEMbl NEYEHUA, UTO ABNAETCA HAAEXHbIM
CPeACTBOM NpeaynpeXAeHNA Pa3BUTUA TMMNO- U TMNEPIINKEMUYECKUX COCTOAHUIA.

.

12-13 viong 2021 1.

99



CBOPHUK TE3UCOB

XVII Poccuiickas HayYyHO-NpakKTUYeckas KoHepeHUns AeTCKUX SHAOKPUHONOTOB
«JloCTNXKEHUS HAYKUN B NMPaKTUKY AETCKOTO 3HAOKPUHONora»

J

[lneta npu caxapHom fmabeTe ABNAETCA HEOOXOAUMOW COCTABHOWN YacTblo leyeHus. 3agauen gre-
ToTepanumn Npu caxapHoM AuabeTe ABNAeTCA obecrieyeHne paBHOMEPHOTO 1 aieKBaTHOTO GpU3nyecKomn
Harpyske nocTyrniaeHus yrieBofoB B opraHn3m 6onbHoro. CneayeT MOAHOCTbIO NCKOUNTD NIErKOYCBO-
AeMble YrneBoAbl U3 PaLroHa NMTaHUA, 3a UCKIIOYeHeM CllyyYaeB rmnornmkemum. B cneumanusnposan-
HOW rpynne nepep KaxpabiM MpYeMoM MULLY B3BELIMBAETCA KaxAblii NMPOAYKT NUTaHUA ANA noacyeTa
KonmyecTBa yrneBoAoB B pUKCUPOBaHHbIE Yacbl. KpomMe OCHOBHBIX MPYEMOB MWLM, B MUTaHUE AeTel
BKJTIOYEHDI JIErkune nepekycbl.

MeanurHCKUMK cecTpamm MPOBOAUTCA AOMONIHNTENIbHOE ObyyeHVe AeTell HaBblkamM CAMOKOHTPO-
NA Npun caxapHom Anabete. O6yyeHHbIM U COLMANM3NPOBaHHbIM AETAM Jierye aaanTuposaTbca B Oy-
AYLIEM K LUKOJIbHBIM YC/IOBMAM, YTO MO3BONAET U36eXaTb OCNOXHEHNI B COCTOAHMMN NMCUXNYECKOTO
1 $pr3YeCcKoro 3opPoBbA.

BbIBOAbl: Couvanvsauus asnseTcs Hambonee BaxHbIM GakTOPOM AasibHeNLWero pasBuTus pe-
6eHka c C[l. MoHMMaHne npobnem, CBA3aHHbIX C CaXapHbIM AUabeToM, CO CTOPOHbI MEANLIMHCKOTO nep-
COHana v nefaroros, UX NOAAEPKKa, B3aMMOAECTBUE, yMeHME rPaMOTHO pearmpoBaTth Ha BO3MOXHble
M3MEHeHUA CaMoYyBCTBMA — 3alor CMOKOWCTBMA CaMoro pebeHKa 1 poguTteneil.
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3OPABOOXPAHEHMA I SHA0KpWUHONOr 0B
POCCMIACKOM ®EREPALUMM  (DTBY «HMULL 3HAOKPUHONOMMMY o cemitckas ACCOLMA LIS N\ CawkT-lNeTepbypra
MuH3gpasa Poccum 3HJOKPUHOJIOTOB

onbIT IEYMEHUA KUCTO3HOIO MAKYJIAPHOIO OTEKA Y NOAPOCTKA
C CAXAPHbIM AUABETOM 1 TUNA

N.N. WTopa, U.10. YepHsk, 0.H. AHTUNOBa, P.B. BaHOBa, M.10. BaHoBa
IbY3 « [lemckas Kpaeeas KiauHu4Yeckas 6obHUYa», 2. KpacHodap

Mpo6bnema C[l, HeCMOTPA Ha AOCTUTHYTbIE YCNeX B ee pa3peLleHnm, OCTaeTca akTyanbHon. Hanu-
yre 1 nporpeccmpoBaHune ocioxHeHni CI1y aetein NPUBOANT K GbICTPON 1 CTONKOW MHBaNMAN3aLUN.
OpHoM U3 NPUYKH NOTEPU 3peHus aBndeTca anabeTnyeckan petmHonatua (OP).

YpoBeHb XpOHNYECKOWN rMneprankemmny BAAET He TONbKO Ha pacnpocTpaHeHHOCTb [1P, Ho 1 Ha ee
CTPYKTYpYy Yem AnutenbHee HapylleHWe YrneBOgHOro 06MeHa, TeM Bblille PacnpoCTPaHEHHOCTb U TA-
XKeCTb M3MEHeHWI rnasHoro fgHa. [1IP xapakTepusyloTca HapylweHuem KanuanapHon nepoysuu, pas-
BUTUEM BHYTPUIIa3HbIX HOBOOOGPA30BaHHbIX COCYAOB N PETMHANbHLIM OTEKOM B MaKyIAPHOW 30He.
B natoreHese guabeTnueckoro MakynsapHoro oteka (IMO) noBbIlweHHaA SKCNpPeccua SHAOTENVANbHOTO
dakTopa pocTa cocynos (vascular endothelial growth factor — VEGF),

KNMHUYECKUI CNYYAIA. Jeouka 3., 17 neT, caxapHbiin grabet ¢ 2011 r. HazHaueHa UHCyNUHO-
Tepanua B fo3e 0,7 ea/kr/cyT. Mama n pebeHok npolunn obyyeHue B WwKosne anabeta. B nocnepyowem
OTMeYaNiocb OTCYTCTBME KOHTPONA pofuTenell 3a NuTaHneM pebeHKa, ypoBHEM FNKEMUN, PEKOMEH-
fAauunn Bpayen He BbINONHANUCL. focnuTanu3auma B SHAOKPUHONOrMYECKoe OTAeNeHNe HeperynapHas
B COCTOAAHWUV Bblpa)keHHOW feKoMMeHcaummn 3abonesanna (2013, 2015, 2017 rr.).

B HoAbpe 2020 r. cocToAHME PE3KO YXYALWIOChH, MO TAXKECTWN COCTOAHUA B SKCTPEHHOM NopaaKe
rocnutanusunposaHa B I'6Y3 [IKKB ¢ anarHozom: CaxapHbiil gnabeT 1 Tun, KeToaungos. BaprnabenbHocTb
rnnkemuun ot 6,7-a0 22,3 Mmmonb/n, HbA1C 12%, Mpun 06cnepoBaHN BblSBNEHBI OCNOXHEHUA: [nabe-
TYecKaa NoNNHENPONaTUA, CEHCOMOTOPHaA, CMeLLAaHHbIV BapuaHT, AucTanbHan. HenponudepatmsHan
AnabeTnyeckana petuHonaTuA. nabeTmyeckmin MakynsapHbI KMCTO3HbIM OTek obounx rnas. finabetn-
Yyeckas xanponatusa. Xuposon renatos. 3agepxka Gusmueckoro passutua. 3agepka rnosoBoro pas-
BUTUA. AMeHopesa |. XpOHNYeCKnin BOCManUTENbHbIA NPOLECcC KOXKN nepeaHelri NOBEPXHOCT NpaBoi
ronexun. MrokapgmnoancTpodms cmewaHHoro reHesa. ConyTcTytownin: JTaTeHTHbIM AeduunT Kenesa.

Ha  nepBoHauanbHOM  ocmoTpe  odTanbmoniora,  OTMEYaAnocb  CHUKEHWe  3peHun
(Vis OD=0.4 H/K,05=0.3H/K.) 1 perngHoCcTb pafyXHbix obonouek, npu nposeaeHnn OKT o6HapyXnamncb
n3MeHeHUA NPoduIA MakynapHo 0651acTu, KUCTO3HBIN OTEK, YTOMLEeHMe ceTYaTKkn B obnactu ¢poBeo-
Nbl 4o 410 HM Ha nNpaBom rnasy 1 549 Hm Ha neBom rnasy.

Monyyana neyeHve: UHTEHCUOULMPOBAHHYIO MHCYNIMHOTEpanuio 3 pacyeTa 1,0 ea/kr/Beca(Acnapr,
[naprun)., TMOKTOBYIO KUCNOTY, Knapyktam, BUT rpynnbl B, CyOKOHBIOHKTMBANIbHO — reHTaMULMH + JeK-
CcameTa3oH + Me3aToH, TobpafeKC B MHCTURNAUMAX. Mocne NnpoBeAeHHOro neyeHus, HopManmsayum
roKasaTenein yrneBogHoro obmMmeHa oTMeyanocb NoBbileHne ocTpoTbl 3peHns: Vis OD=0.8 0S=0.8.

Mo MecTy XuTenbcTBa MOKasaTeNM YIrNEeBOAHOTO oObOMeHa MoAfepXuMBanNCbL B Mpeaenax
6,0-11,0 MMOnb/N, CHU3NNCA YPOBEHb HbA1C 9,0%.

Mpun noBTOpHOW rocnutanusauun B odrtanbmonornyeckoe otaeneHne bY3 OKKB nposepeHo
3HAOBUTPUANbHOE BBeAeHWe anti-VEGF npenapata dnnea (Apnubepuent). NMposeaeHo OKT 3agHe-
ro oTpesKka A0 OMNepaTUBHOrO IeUEHUA N NOC/e BBeAeHNA npenapaTta.: TONWMHA MaKyNAPHON 30HbI
no seefeHna: OD=488 mkm; OS=590 MKM. Yepes cyTkn nocne BBefeHNA TONLWMHA MaKYNAPHON 30HbI
yMeHbLmnacb n coctasuna OD=325 mkm; 0S=413 mkm. Vis OD=0,8 H/K; OS=0,8 H/K.

BbIBOJbl. PaHHee BbifABNEHME ANabETUUECKON PETUHOMNATUM, CBOEBPEMEHHOE NEYEeHNe NO3BONA-
eT AJINTENIbHO COXPaHUTb 3puTenbHble GyHKLMW U NTPeAoTBPaTUTb pa3BuTUeE AMabeTyeckoro Makynsap-
HOro OTeKa, ABNAIOLErocs B HacToALlee BPeMsA OfHUM U3 Hanbonee pefKnX OCIIOXKHEHUI caxapHOro
AunabeTa B JETCKOM BO3pacTe.

MynbTYANCLUMNANHAPHDIN NOAXOA K NeYeHIO NaLeHTa NO3BOAET NPeaoTBPaTUTb MHBANUAN3aLMIo,
BKJIIOUaA CNIENOoTY y AeTeil C caxapHbiM AnabeToM. BaxkHyto ponb Takke UrpaeT KOMMIaeHTHOCTb Bpaya
1 pofuTenei naumeHToB. Heobxoarmo cobniofatb pexmnm NUTaHUA 1 MHCYNMHOTEPanun, NOAAEPKNBaTb
rNKEMUIO B Npefenax LeneBblX 3HaYeHWIN, a Takke perynapHo 0CMaTpuBaTbCA Y OKyN1CTa U HeBposora.
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I SHAOKPUHOOM0B
MICKASI ACCOUMALMS mw CarkT-MeTepbypra

XAPAKTEPUCTUKA OCOBEHHOCTEN NMULLEBOIo NOBEAEHUA .
N 3MOLMOHAJIbHO-JINYHOCTHbIX OCOBEHHOCTEW AETEN C U3BbITOYHOU
MACCOU TEJIA U OXKUPEHUEM

A.C. Apxurenbgunesa, H.3. AxyHpa3aae
bY BO XMAO-fOzper «Cypeymckuli 20cy0apcmaeeHHeil yHugepcumemy, 2. Cypaym

Ha ceroaHAWHWN AeHb, OXMpPEHME ABMAETCA OGHUM U3 CaMblX PACMPOCTPaHEHHbIX HEUHOEKLIMOH-
HbIX 3a6051eBaHUI, KOTOpoe Nprobpeno xapakTep anugemun. CBoeBpeMeHHOE BbifBNIEHNE U leYeHne
OXMPEHUA B AETCKOM BO3pacTe ABNAETCA 3a/I0FOM CHUXeHWs 3aboneBaHNii cepaeyHO-COCyANCTON, SH-
LOKPUHHOW, ONOPHO-ABUraTeNIbHOM CUCTEM Y Jtofei cTapLuero Bo3pacTa. IameHeHuWs nuweBoro nose-
AeHna GopmMmpytoTca y AieTel C OXKUPEHMEM B nepBble 2-3 roga OT MOMeHTa Habopa mMacchl Tena, BCreqn
3a KOTOPbIMY N3MEHSIOTCS SMOLMOHANIbHO-TMYHOCTHBIE XapPaKTePUCTUKH, YTO CNOCOOCTBYET AanbHeit-
LeMy NPOrpeccMpoBaHUNIo OXUPEHNS.

LLEJIb NCCNEQOBAHMA. [latb OUeHKY CyObeKTUBHbBIM OLLYLIEHUAM NaLVEHTOB C OXUPEHN-
eM Mo BocnpuaTuio cebsa 1 cBoeln Macchbl B COLMYMe, BbIABUTb OCOBEHHOCTY NMLLEBOrO NOBefeHNA
y peTen.

MATEPUAJbI U METOJbl. HayuHo-nccnepoBatenbckas paboTta BbinonHeHa Ha 6a3e negmaTpu-
yeckux otaeneHnin BY BO «CypryTckas ropoackas KnuHuueckas 6onbHuya», MBOY «CypryTckas Tex-
HoJlorMyeckas Wwkonax. B uccnegosaxve 6bi10 BKAOUYEHO 84 noapocTKa B Bo3pacTe oT 12 go 17 net
C 136bITOYHOW Maccoi Tena n oxmpeHuem (SDS UMT >+1,0). ins LOCTUXKEHNA NOCTaBMIEHHbIX Lienei
nposefeH c6op aHaMHe3a, aHTPONOMeTPUYECKoe NCCIefoBaHMe, NCNONb30BaNN BU3yasibHO-aHaNo-
rosyto wkany (VAS — Visual Analogue Scale; BALL, pycc.) n Bu3yanbHble HOPMaTKBbI NPaBUNBLHOTO
nUTaHus.

PE3YJIbTATbl UCCZIEAOBAHMUA. B nccnegyemon rpynne cpefHMin BO3pacT COCTaBUSI BO3pacT
14,942,1 ropa. leHaepHble pasnnuna: aesouek 43%, manbumkoB 57%. Mpu c6ope aHamMHE3a XW3HWU
6b110 BbIABNEHO, UTO Y 32% NOAPOCTKOB HAaCNeACTBEHHOCTb MO OXUPEHMIO Oblfla OTAroLLeHa 1 Mo maTe-
PUHCKOW, 1 NO OTLOBCKOWN NMHUAM, Y 48% naumneHToB — C OAHON CTOPOHbI, NPENMYLLECTBEHHO, NO K-
HUK MmaTepu, B 20% cnydyaeB HacNeLCTBEHHOCTb He Gblna oTAroLeHa.

OueHka Maccbl Tena nokasana: 57% petein nmenun n3bbITOUHYI0 Maccy Tena, 43% — OXUpeHue.
B cTpykType oxupenua: SDS UMT +2,0-2,5 — 36,5% peten, SDS UMT +2,6-3,0 — 59% nauneHTOB,
SDS UMT +3,1-3,9 — 4,5% cnyJaeB, MOpOUAHOE OXKUPEHMNE BbISIBEHO He 6bino.

B HacToAwWwee Bpema He cylecTByeT Npubopa, KOTOPbI MaKCManbHO TOUHO OTpaxan Cyobek-
TUBHbIE OLLYLIEeHNA NauueHTa. BusyanbHo-aHanorosas WkKana AfA OUeHKM NaumeHTa C oXnpeHmem
ABNAETCA NPOCTbIM CMOCOOOM onpefeneHnsa CyObeKTUBHbIX OLLYLIEHMI NaLUueHTa No BOCNPUATUI0
ceba 1 cBoel Macchl Tena. B xofe aHanm3a BM3yanbHO-aHaNoOroBoON LWKasnbl 6bIIv cnegyloLye oTBeTbI
(max-min):

+  Hackonbko Bbl cyactnmebl?
Ha 8 6annos — 25% peten, Ha 3 6anna — 2%;

+  Kak Bbl oLeHMBaeTe KayecTBO BaLlen KNU3HnN?
Ha 8 6annos — 27,2%, Ha 1 6ann — 4,5%;

+  Kak Bbl oLeHMBaeTe Baw anneTut?
Ha 6 6annoB — 25%, Ha 0 6annos — 2%;

+  Bbl uyBCTBYyeTe yrHeTeHue, cTpax, TPaBIlo CO CTOPOHbI OKPY»KaloLmX ntofen?
Ha 10 6annoB — 2%, Ha 0 6annos — 25%;

+  BblxoTnTe Nnoxypetb?
Ha 9 6annoB — 22,5%, Ha 0 6annos — 2%;

+  Bbl geiicTBMTENBHO XOPOLLO Cebsi UyBCTBYETE B CBOEM Tefe Unn HeT?
Ha 5 6annoB — 22,5%, Ha 1 6ann — 4,5% peten.

.
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CBOPHUK TE3UCOB

XVII Poccuickas HayvyHO-NpakTUYecKass KoHpepeHUNS AETCKUX SHAOKPUHONOTOB
«JloCTNXKEHUS HAYKUN B NMPaKTUKY AETCKOTO 3HAOKPUHONora»

Mpu aHann3e NyweBoro NoBeAeHNA BbIABNEHO, UTo 13,5% feTen npuaepXnBatoTca NPUHLUMNOB
npaBuIbHOro NuTaHusA, 48% NUTalTCA «yCJIOBHO» HEMPaBWbHO, a B 38,5% cnyyaeB nutaHune ge-
Tell He COOTBETCTBOBAJIO «3[A0POBbIM» XapakTepucTnkam. Npu oLeHKe NMLLEBOro NoBeaeHNA 6bin
BbIAAB/IEH PAA HapyLUeHWi: OTCYyTCTBME 3aBTpaKa y 34% NoApoCTKOB, 60/blIOe KONMYECTBO JIerKo-
YCBOAEMBbIX YIJIEBOAOB B paLnoHe nutaHua (77%), HepoctaTouHoe ynoTpebneHne nuTbeBon BOAb
(48%), oTcyTcTBME OBOLeN U GpyKTOB (25%), ynoTpebneHne ankoronbHbIX U SHEPreTUYECKNX Ha-
nuTtkoB (18%).

3AKJTIOMEHUE. B Bo3pacTHow rpynne 12—17 neT nponcxoguT NnocteneHHoe 3sMeHeHne BoCnpu-
ATNe CBOEro Tena, B CPaBHEHMM C MajLler BO3pacTHOW rpynnon, MOABAAETCA NOHVMaHVEe NOBbILLEeH-
HOro anneTuTa, yxXyALleHne BOCMPUATAA CBOEro Tena 1 XenaHve noxyaetb. OLeHKa paLuoHa NuTaHma
rokasasna BbICOKMI 3HaUYNTENbHbI NPOLIEHT «BPEAHbIX» MPOAYKTOB Ha pOHe CHUXKEHUA NoTpebneHns
«3[0POBOV» NULLM Ha GpOHE HAPYLIEHWNI PeXMMA NUTaHWA.
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MHCVHI/IHOI'IOAOB_I:IbIIZ ®AKTOP POCTA-1 U ABAUNOKUHbI Y BETER,
POXAEHHbIX OT MATEPEI C OKUPEHUEM

J1.C. AnaBepasar'?, J1.A.Knumos', B.O.KypbaHuHoBa', P.A. AtaHecsH?, P.U.Apakenan?, T.A. Yrnosa®
'Kagpedpa nedouampuu Cmagponosisckozo 20cy0apcmeeHHo20 MeOUUYUHCKo20 yHUsepcumema, Poccus,
Cmasponorns,
2Cmasponosnbckuli Kpaesol K1uHUYeckuli nepuHamaneHoll yeHmp, Poccus, Cmasponosne
3Kagedpa sHookpuHono02uu u demckoli SHOOKpUHoI02uU CMAspoNosIbLCKO20 20CY0apCcmMeeHHO20
MeOuyUHCKozo yHusepcumema, Poccus, Cmasponors

HeyKnoHHbI pOCT Uncna B3pOC/bIX MALMNEHTOB C OXKMPEHNEM B MUPE, TaKXKe NPorpeccmBHoe yBe-
JIMYeHVe Yncna geTteil U NOJPOCTKOB C U3OLITOYHOI MAcCol Tena 1 OXMpeHreM o0byCaBnMNBaeT aKTy-
aNbHOCTb TEOPUM HYTPUTUBHOIO NPOrPaMMUPoBaHus. besycnoBHO, xapakTep NUTaHUA pebeHKa B Kpu-
TUYeCKMe nepuofbl XXU3HW NpefgonpeaenseT oCO6eHHOCTN ero MeTabonnM3ma Ha NPOTAXEHUN BCen
nocnepytowen XU3HN 1, Kak CrefcTBMe, NPeapacrnoNioKeHHOCTb K onpeaesieHHbIM 3aboneBaHuAM.
Heo6x01MMO OTMETUTb, YTO OAHMM U3 Hanbonee BaXHbIX TaKNX NEPUOAOB ABNAETCA BHYTPUYTPOOHbI
nepriof, U UMEeHHO XapaKkTep NUTaHUA MaTepu NPOrpammMupyeT MHOrMe 0CObeHHOCTV MeTabonv3ma
y byayulero pe6eHka.

B nocnepHuve gecATuneTna B nuTepaType NoABnAeTcs, Bce 60sblue MHGOPMaLMM O FOPMOHabHBIX
CBOWCTBAX XMPOBOW TKaHW 1 UX POSK B NaToreHe3e MeTabonmuecknx HapyweHuin. O4eBUAHbIM Takxe
ABNIAETCA TaKXKe TOT GaKT, UTo y ieTel, POKAEHHbIX OT MaTepeli C OXKUPEHMEM, PUCK Pa3BUTUA MeTabo-
JIMYECKMX HapyLWeHWUiA B nocneayioLen Xu3Hu Boile. OAHaKO A0 KOHLA He n3yyeHbl MeXaHW3Mbl 1 na-
60paTopHble NPeAUKTOpPDI, onpeaensiolne MeTabonnyeckme HapyLweHus y Nioga Bo BHyTPUYTPOOGHOM
nepviofe. HapyleHre y maTepu cekpeuun paga NPOAYKTOB afMMOLMNTOB, B YaCTHOCTW afjUMOKUHOB,
BEPOATHee BCEro BHOCUT HEMOMpaBrMbliA BKN1aZ B 0COGEHHOCTY MeTabonmn3ma ninopa u COOTBETCTBEH-
Ho 6yayLero pebeHka.

OpHUM U3 Hanbonee U3y4YeHHbIX afJUMOKVNHOB ABNAETCA NENTUH. YBENMYEHNE MacChl XUPOBOM
TKaHW CONPOBOXAAETCA NOBbILEHNEM YPOBHA NeNTVHA, OAHAKO MO HEU3BECTHbIM NPUYMHaM ero 3¢-
beKTbl, HanNpaBneHHbIE HAa CHUXKEHWE Maccbl Tena, He peanusytoTca. Ipyrum He MeHee BaXkKHbIM rop-
MOHOM AIBNIAETCA FPeNIUH — NeNnTug, CTUMYNMpPYLWMiA NoTpebneHne NULLKM, KOTOPbIA CUHTE3MPYeTCA
SHTEPO3HAOKPUHHbIMK P/D1-KneTkamm xenyfka n TOHKOro KuleyHrKa. BaXXHo oTMeTuTb, 4To Hapagy
C HEeMoCPeACTBEHHBIM Y4YacTeM B perynsauum metabonunsma, rpenvH Takke KOHTponupyeT nocTynne-
HVe 1 1CNoMb30BaHMe HYTPUEHTOB Yepes CTUMYNALMIO BbIPabOTKM rOPMOHA POCTa, KOTOPbIN, B CBOIO
ouepeab, CTUMYNUPYET CUHTE3 MHCYNHONogo6Horo dakTopa pocta (UOP) B neyeHn — BakHeWLero
mMefuaTopa perynaummn metabonusma. Y naumeHToB C 136bITOYHOWM MacCol Tenla U OXKNPEHeM OTMeYa-
I0TCA BbICOKME YPOBHU FpenmnHa.

LLEJIb: npocneKTBHbI aHann3 BANAHUA SHAOKPUHHOIO CTaTyca MaTepy Ha ypOBeHb aANMOKNHOB
n comatomegmHa C nnm UOP-1 y HOBOpOXAEHHbIX AeTel, TakKe OLleHKa aHTPONOMETPUYECKMX AaHHbIX
HOBOPOXJEHHbIX AeTeNn.

METO/AbI: npoaHanusmpoBaHbl 124 HOBOPOXAEHHDBIX B BO3PACTe 3-X CYTOK XM3HW. [leTn 6binu pas-
AeneHbl Ha 2 rpynnbl: 1-A rpynny coctaBuan 84 HOBOPOXAEHHbIX OT MaTepelt C OXKUPeHnem, 2-a rpynna
(koHTponbHanA) — 40 geTelt OT 340POBbIX MaTepen. AAUNOKUHbI 1 comaTomeanH C onpeaenanunc y Ho-
BOPOXKAEHHbIX C MOMOLLbIO MUMMYHOPEPMEHTHOTO aHan13a.

PE3YJIbTATbI: macco-pocToBble nokasatenu y 64,3% (54) HOBOPOXXAEHHbIX OT MaTepei C OXu-
peHviem 6biu Bbilwe 90-ro MPOLEHTUNSA, TOFAA KaK B rpyrnne AeTell OT 3M0POBbIX MaTepel noKasaTenu
poCTa 1 Beca He BbIXOAWAW 3a Npefenbl reCTalMoHHON HOPMbl. AHann3 Nokasan, YTo ypoBeHb NenTuHa
NPAMO NPOMOpLMOHaNeH macce Tena y nccnepayemblx getei, Tak B 1-11 rpynne ero ypoBeHb COCTaBu
4,1£1,5 Hr/mn, a BO 2-1 — 1,9+0,3 Hr/mn (p<0,01). OnHaKo OLeHKa YPOBHA peLenTopoB K NenTuHy nNpo-
AEMOHCTMPOBana NPOTUBOMONOXHYIO KapTUHY, @ UMEHHO Y JieTell C MaKpoCcoMMen 3TOT nokasaTesb
cocTaBun 43,5+3,7 HF/MN, @ y HOBOPOXAEHHBIX C HOpMocommen — 29,0+3,97 Hr/mn (p<0,05). YpoBeHb
rpenviHa y aetel oT 340POBbIX MaTepel 1 AeTel, POXKAEHHbIX OT MaTepel C OX1PEeHeM fOCTOBEPHO

.

.

12-13 viong 2021 1.

105



106

CBOPHUK TE3UCOB

XVII Poccuickas HayvyHO-NpakTUYecKass KoHpepeHUNS AETCKUX SHAOKPUHONOTOB
«JloCTNXKEHUS HAYKUN B NMPaKTUKY AETCKOTO 3HAOKPUHONora»

He pa3nuyanca. Mokasatenb NOP-I B 1-11 rpynne coctaBun 37,6+7,8 MKr/n, 4TO CTaTUCTUYECKM 3HAUYMMO
npeBbllaeT aHaNOrMYHbIN NMOoKa3aTeny B KOHTPONbHOW rpynne aeten 27,3+4,7 mkr/n (p<0,01). OueBna-
HO, YTO MOBbILEHHDBIN ypoBeHb UDP-1 06bACHAET MakpocoMaTyecKme napameTphbl y AeTel, POXKAeH-
HbIX OT MaTepel C OXKMPEHNEM Pa3NIMYHON CTENEHN.

BbIBOJbl: Takum 06pa3om, Aetu, poXKAeHHble OT MaTepeil C OXMPEHVEM Pa3fIMYHON CTeneHu,
UMEIOT KJIMHUYeCKUe 1 1abopaTopHble Mpr3Haky MeTabonmyecknx HapyLIEHUIA, B YaCTHOCTV MaKpoCo-
MWUIO, MOBbILIEHHbIV YPOBEHb JIENTUHA U MOBbILEHHble 3HaueHna DP-1. BepoaTHo, AaHHble N3MeHeHNA
accoLMmMpoBaHbl C 0COBEHHOCTAMI MeTabomM3Ma, BOSHUKALWUMU Y feTel, POXKAEHHbIX OT MaTepen
C OXKMpeHMeM, YTo B Moc/eaytoLem Npu BANAHNN GaKTOPOB BHELLHEN cpefibl onpeaAenseT OXnpeHue
1 HapyLLeHUA yrneBogHOro obmeHa.
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MwuH3gpasa Poccuun 3H/IOKPUHOJIOTOB

NPUMEHEHUE MATFHUTHO-PE3OHAHCHOM TOMOTPA®UN B ANATHOCTUKE
OUNBPO3HOU ANCNNTASUN HYEPENA Y AETEN C CUHAPOMOM MAKKbIOHA-
ONBPANTA-BPAMLIEBA

[.M..ba6aeBa, H.B. Maka3saH, B.l1. BnagumupoBa, A.B. BopoHuoB, M.A. KapeBa
@IbY «<HMWL| sHOoKpuHono2uu» MuH3dpasa Poccuu, Mockea

BBEJAEHME. CuHgpom MakKbioHa-Onbpaiita-bpaiuesa (MOB) — mynbtucuctemHoe 3abonea-
HVie, NPOABNAIOLLEeCcs NATHAMI Ha KOXe «Kode-C-MOJIoKoM», prbposHon ancnnasmen (OL) kocten v as-
TOHOMHOW runepdyHKLUMen SHAOKPUHHbBIX xenes. Npn cniapome MOB O[] yepena MoXKeT NPUBOAUTD
K 06nUTepaumun NnpuaaToyuHbix nasyx Hoca (MMH), HapylweHuAM 3peHns 1 cnyxa, AedpopmaLmam TypeL-
Koro cefina c nospexpaeHvem runodusa. PacnpoctpaHeHHbIM MeTogom anarHocTuku Of] yepena ag-
NAETCA MyNbTUCMMPanbHaa KoMMbloTepHaa Tomorpadua. MarHMTHo-pesoHaHcHaa Tomorpadua (MPT)
NMo3BoNAeT OLEHUTb He TONbKO Hanunune n nokanusaumio oyaros O/, HO U COCTOAHMNE 3PUTENbHBIX
HepBOB, r’MNo$u3a 1 TKaHV FONOBHOIO Mo3ra B LienoM. Puck nporpeccun Of] TpebyeTt AvHaMnyeckoro
HabnoAeHVA A1 CBOEBPEMEHHOTO BbIAIBJIEHNSA 3HAUMMBIX OCTIOXKHEHWIA, OTCYTCTBUE JyYEBOIA Harpy3ku
npw ncnonb3osaHny MPT ABnAeTCA [ONONHUTENbHBIM NPENMYLLECTBOM.

LLEJIb: pa3paboTtka npotokona MPT npu O[] yepena ansa oueHkn ovaros O[] n ctenenn GyHKUMO-
HanbHbIX OCNIOXHEHNI B AUHAMUIKe.

MATEPUAJbI U METObl UCCNEQOBAHUA: netam (0-18 neTt) c cungpomom MOB nposoamnocs MPT
rofloBHOro Mo3ra Ha annaparte Optima MR450w 1.5 T (General Electric) B Tpex nnockocTsax, ¢ npumeHeHnem
T1 1 T2 umnynbcHbix nocneposatensbHocTen (CUBE, SPGR 1-1.2 mm), B T.4. C MICNONb30BaHMEM NMPOrPaMMm C Ku-
pornoAaBlieHneM, a Takxe NpuLieNibHOe NCCeAoBaHNe rMasHIL, C MOMOLLbIO MPOrpamMMbl C XKMPONofaBieHeM
(T2 STIR). Ouarn ®[1 aMarHOCTMPOBaNMCL NPV HANMYMK YTONLEHMA 1 AedopMaLn KOCTel 3a CYET paspac-
TaHWA TKaHU MMMOVHTEHCUBHOTO cUrHasa Ha T2 BU ¢ eanHMYHBIMI KNCTO3HbIMK BKIIOYeHUAMM. ToTanbHaa
obnutepauyus MNMIMH onpepenanack Kak nonHoe 3anonHeHne pubposHbIMM Maccamm Beex MMH. CybToTanbHas
obnuTepaLus onpeaeniach Npu MAHUMaNbHOM COXpaHeHUM MHEBMaTV3aLmn B Byx 1 MeHee MMH. Yactnu-
Has obnutepaums MMH onpepenanack npu yactnyHom 3anonHeHun O] o asyx MMNH. LnprHa 3puTtensHoro
HepBa (3H) oueHmBanacb Ha ypoBHe KaHana 3H, cteHo3 onpepaenanca npu WwmpuHe < 5 mm. Komnpeccusa 3H
onpepenanach Kak pacluMpeHiie neprHeBpasbHOro NPocTpaHcTea. CTeHO3 BHYTPEHHUX ClyXOBbIX MPOXOA0B
onpeaensanca npw WupuHe <5 mm. MponTos ArarHOCTNPOBACA Kak BbICTyMaHWe ra3Horo A6/I0Ko Knepeam
OTHOCUTENTbHO MEXCKYJSTOBOW JIMHUM, NPU PACMOJIOXKEHVW 3a[JHEr0 KOHTYPa K3aAy OT MEXCKYTOBOW JIMHUM Me-
Hee, yeM Ha 9 MM. YacTnyHas atpodua 3H (YA3H) oueHmnBanach no gpyHgockonmu.

PE3YJIbTATbI: MPT nposepeHo 30 pgetam ¢ cuHgpomom MOB. MegmaHa (Me) Bospacta — 9 net
[7; 11,5] ®OL KocTelh cKeneTa oTMevanach y Bcex aeten (30/30), npu 31om oyarn Ol B yepene BbiBNEHbI
y 23/30 peTtein. U3 Hux nonHas obnutepauyua MNMH otmeueHa y 9/23 peten, cy6ToTanbHaa obnutepaums
MMH BbiABneHa y 8/23 peTeln, yacTnuHas obnutepauua oTmeueHay 2/23 feteid, y 4/23 petein MNMNH He 6binn
nopakeHbl. Me anametpa kaHana 3H cnpasa 6bina 4,7 mm (n=23), MeanaHa fuameTpa KaHana 3H cne-
Ba 6bina 4,3 mm (n=23). Komnpeccrs o6oux 3H ¢ nprsHakamm yactuuHom atpodum 3H (HA3H) BbiasneHa
y 1/23 petein. Komnpeccusa nesoro 3H 6e3 YA3H BbisiBneHa y 1/23 peteir. YA3H obowx 3H npm cteHose
KaHanos v npu otcyTcTeum MP-npusHakos komnpeccun 3H otmeyeHa y 3/23 peteir; YA3H cnpaBa otme-
YeHa y 1/23 peTell co cTeHO30M 060X KaHanoB 3H. MponTo3a 060ux rnasHbix AGMOK BbIIBNEHO He 6biNo,
O[JHOCTOPOHHMI NPOMTO3 OTMeYeH y 5/23 feTeln. CTeHO3 CllyXOBOro Npoxopa clieBa BbiABNeH Y 7/23 pe-
Tein. CTEHO3 ClyXOBOTO NPoXofa crpasa BbisiBfieH Y 9/23 geTein 6e3 npusHakos Tyroyxoctu. lebopmaums
TypeLKoro cefna u runodusa BbiABNeHa y 7/23 feTeln. AfeHoMa runodusa BbifiBNeHa y 2/23 pgeteil.

BbIBOJbl. PazpabaTbiBaemblii npotokon MPT npu Ol uepena onpefenseT NoKanv3aLmio o4aros
®[1 v oLeHNTb BOBNIEUEHHOCTb KaHanoB 3H, ClyXoBbIX MPOXOAOB 1 0651aCTV TYPELIKOTO Cefia, YTo Mo-
XKET MMeTb GosblIoe 3HaUeHVe KaK A1l onpeAeneHus TeKyLUX pUckos atpodum 3H, TyroyxocTtn u na-
Tonoruy runodusa, Tak 1 AnA JUHaMUYECKON oLeHKK cteneHn nporpeccun Ofl. OTcyTCTBME NTyyeBOn
Harpysku ABNAeTCA [JOMOMHUTENbHBIM NpenmyLlecTBoM MPT, yuntbiBasd HEOGXOAMMOCTb YacToro Bbi-
NOJIHEHNA NCCNIeAOBaHNA B AVHAMMIKE.
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CUHAPOM ROHHAD (KNTMHUYECKUIA CNYYAN)

@.P. BurunbguHa
KasaHckuti 2ocydapcmeaeHHeili MeOUYUHcKuUl yHugepcumem, KasaHo

CuHgpom ROHHAD — KpaliHe pepkoe 3aboneBaHue, XapakTepusylolleecs ObICTPO pa3BuBalo-
LMMCA OXMPeHNEM C AUCOYHKLMEN rMnoTanamyca, TMnoBeHTUNALMEN U BEreTaTVBHON ANCOYHKLMEN.
XoueTcs OTMETUTb, YTO MEePBbIM 1 06A3aTENIbHBIM NPY3HAKOM 6ONIe3HU ABNAETCA pe3Koe MoBbllleHne
Maccbl Tefia y fleTell CTaplue 2-x jieT. B ganbHelwem NpucoeanHAIOTCA AbixaTeslbHble HapyLUeHVs B Buae
HOYHOTO anHo3, Xpara, LnaHosa.

AKTYAJIbHOCTb: B Mupe HacuutbiBaeTca okono 100 yenosek ¢ cuHapomom ROHHAD. Kaxpapii
HOBbIV KIIMHWNYECKMIA Clyyail — 3To 6eCLeHHbII OMbIT U HOBble 3HaHWUA AJ1A ANArHOCTVKW, BeAeHUs, Ne-
YeHUA 1 NPOrHo3a faHHOro COCTOAHNA.

LLEJIb: AHanun3 KNMHMYeCKoro cyyas nayueHTta ¢ cuHgpomom ROHHAD.

MauneHTKa M., 4 neT, noctynuna B neguatpuyeckoe otaeneHue [PKB.

»Kanobbl poguTteneil Npu NOCTYMEHNM Ha: MOBbILIEHNE MacCbl Tea, bynumua (CTpeMmTenbHO Ha-
yanocb 9 Mec Hasaga), COHIMBOCTb, OTPELLEHHbIN B3MAA Yy pebeHKa, HapyLUeHe NOXOAKM, SM30AbI ne-
priopanbHoro LuaHo3sa (6ecrnokosT B TeueHne 5 Mec).

M3 aHamHe3a: MNepuHaTanbHbI aHamHe3 He oTArolleH. [leBouka oT 2 6epeMeHHOCTH, 2 pofoB, be-
pemMeHHOCTb NpoTekana 6e3 ocobeHHocTen. Pogpbl Ha 40 Hep, Bec npu poxaeHun 3300 1, pocT 54 cm.
PaHHee ncnxomoTopHOe 1 peyeBoe passButue no Bospacty. O6bekTMBHO: pocT 104 cm, Bec 24,8 kr. UMT
22,93 kr/kB.M., SDS UIMT 3,48. MNoaKoXXHO-XMpOBas KfeTyaTka BblpaXKeHa 136bITOYHO, pacnpeaeneHa
paBHomepHo. Co3HaHMe AicHoe. K ocMOTpy ageKBaTHa.

[leBouka KOHCynbTMpoBaHa HeBponorom [IPKB. NpeaBaputenbHbIi AnarHos: «[lereHepaTnBHOE 3a-
60neBaHVie HEPBHOW CUCTEMbI».

KoHcynbTmpoBaHa sHAOKPMHONOrOM. Ha 0CHOBaHWUM JaHHbIX aHaMHe3a, OCMOTpa, pe3yNabTaToB
nabopaTopHbIX UcCnefoBaHNI (MOBbILLEHME YPOBHA NponakTuHa Ao 935,4 IU\mI, runepkanHums) 6bin
BbICTaBJIEH NpefBapuTenbHbIi AnarHos: «CnHgpom ROHHAD?».

MepBbIii NpUCTYN anHo3 CNyunnca Ha 3 AeHb rocnuTanusauumn. [leBouka novyyBCTBOBasia Peskyto
cnabocTb, COHNMBOCTD, MOC/E Yero notepsana co3HaHue. MepesefeHa B OTAENEHNE NHTEHCUBHOW Te-
panuu, rae Haxoaunacb Ha KPYrinoCyTOYHOWN HEMHBA3UBHON BEHTUAALMU Kucnopoaom. MapumnanbHoe
[aBJieHMe YrNeKNCoro rasa 61710 MOBbILEHO 1 COCTaBNANo 57,1 mmHg, npu Hopme 32,0-48,0 mmHg.

Bo Bpemsa rocnutanusaunv nposefeHa TaHAEMHas MacC-CNEeKTPOMETPUA KPOBU. 3aKnioueHue: JaH-
HbIX 3@ HaClIeACTBEHHbIE aMMHOALMAONATM, OpraHMyecKue aunaypun n aedeKTbl MUTOXOHAPUANbHO-
ro 6eTa-oK/CNIEHNA He BbIAB/IEHO.

TakKe, ANA NCKNIOYEHNA CMHAPOMA YHAMHbI, MpoBefeH NoucK MyTaumii B reHe-PHOX-28 metonom
NPAMOro aBTOMaTMYeCKOro CeKBeHPOBaHMA. 3aKioueHune: NaToreHHbIX 1 BePOATHO MaToreHHbIX Ba-
puaHToB B reHe PHOX-28 He 06Hapy»eHo.

Bropoii npucTyn BO3HMK 4yTb MO3Xe, Mocne nepesofja B NegmaTpuyeckoe OTAeneHue, Korga
BO BpeMs HOYHOIO CHa, IeBOYKA CHAJA KNC/TOPOAHYI0 MacKy. PebeHoK 6bi1 06Hapy»eH MaTepblo B 6ec-
co3HaTenbHOM cocTosaHMU. [locne NpoBeaeHVA peaHMMaLMOHHbIX MEPOMPUATUIA, NepeBefeHa B Kpaii-
He TAXXeJIOM COCTOAHUN B OTAENEHVE MHTEHCMBHON Tepanuin. B cBA3M ¢ HEO6XO[MMOCTbIO B AJIUTENbHOW
pecnvipaTopHoii noaaepKe Oblia ycTaHOBMIEHa TPaxeocToma.

3AKNMIOYUTESIbHBINA KNTMHUYECKUIA AUATHO3:

«ROHHAD cuHppom. [Mnokcmyeckoe nopaeHve ronoBHOro mMosra Taxenon ctenexu. Koma 1.
CocTosAHMe Nocsie NWEMUYECKOro MHCYbTa B 6acceliHe 06enx nepeaHUX MO3roBbIX apTepuil.

[enaTuT peakTVBHbI yMEPEHHOW CTEMEeHN TAXKEeCTN CMeLLaHHOrO reHesa.

OxupeHue 3ct. CUHAPOM rMnepnponakTMHeMmN.

Hocutenb Tpaxeoctombi».

BbIBOJ;: naHHbI/ KNIMHUYECKWIA Cllyyall LEMOHCTPUPYET, YTo BHe3arnHas GynMus 1 noBbllIeHne
Macchbl Tefla MOryT ObiTb MEePBbIMU NPY3HaKaMM TaKoro Taxenoro 3abonesaHus, Kak cuHgpom ROHHAD.
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r ‘ Accoumnauus

KNUHUYECKUIA CNYYAA TUNONMUTYUTAPU3MA B COYETAHUU C CUHAPOMOM
KAPTATEHEPA

A.A. BukaHoBa
KasaHckuli 2ocydapcmeeHHbIlt MeduyuHcKul yHugepcumem, KasaHe

MMnonuTyutaprnam — 3HAOKPUHONOrMYeckoe 3aboneBaHue, B pesynbraTe KOTOPOro Npoucxoaut
YacTUYHOE UM NOSTHOE OTCYTCTBUE CEKPeLMmn ORHOTO 1n 6onee ropMOHOB aieHornnodsmsa.

CuHppom KapTareHepa — pefikoe Hac/leACTBEHHOE ayTOCOMHO-peLieccrBHOe 3aboneBaHue, Npu-
UYMHOW KOTOPOTO ABAAETCA yTpaTa GYHKLUM HEKOTOPbIX YacTeil akCOHeMaslbHOrO LIEHTPasIbHOro anmna-
pata ¢narenn v umnuin (Yawe notepa GyHKLUUM AUHENHOBBIX PYYeK), KIMHUYECKN XapaKTepusyoLwmnincs
TpaHCNo3numen BHyTPEHHNX OPraHOB, aHOManven MyKOLMIIMAPHOTO KNpeHCa, XPOHUYECKUM BPOH-
XUTOM 1N PUHOCUHYCUTOM.

YacToTa BCTpeyaemocT runonutymtapmsma 1:4000-10000, cuHgpoma KaprtareHepa 1:30000-
50000 peTen.

LIEJ1b: nemoHCTpaLma KNMHNYECKOro ciyyas B BUAe pefjkoro coyeTaHna cnHapoma KaprtareHepa
1 runonuTymTapmsma.

MaunenTka I, 2015 r.p., NnocTynuna B NMJaHOBOM MNOPALKE B SHAOKPUHONOrMYECKoe oTaeneHune
Ckanobamu Ha 3afiepPXKKy Ppr3nyeckoro (oOTcTaBaHMe B poCTe U B Macce Tena OT CBEPCTHUKOB) M NCUXO-
SMOLMOHANIbHOTO Pa3BUTWA C POXKAEHNA.

N3 AHAMHE3A: feBouka poamnack oT 1 6epeMeHHOCTU, NpoTeKaBLeln Ha GoHe aHeMnK Nerkon
cTeneHn TAXKeCTH, MTHEBMOHUN (Ha CPoKe 5-6 Mec) 1 XpoHuuyeckoln deTonnaleHTapHOM He[oCTaTOUHO-
CTU; POAbI CPOYHbIe, onepaTnBHble, 40,5 Hef,.

Mpwn poxaeHnn poct 51 cm, Bec 3030 rpamm. MNpu nposeaeHnn KT BHyTPEHHUX OPraHoB BblisiBNIeHa
TPaHCMO3MLMA OPraHOB FPyAHON 1 GPIOLWHON NOMAOCTU.

Y 3HpoKpuHonora Habnopaetca ¢ masa 2017 r., KOraa BnepBble Ha OCHOBAHUM AaHHbIX 0ObeKTUB-
HOro 0CMOTPa (MUTaHNE MOHWKEHHOE, TENIOCNIOKEHNE aCTEHNYECKO., Tpybas 3afiepKka TeEMNOB MOTOp-
HOTrO 1 HEPBHO-MCMXMYECKOTO Pa3BUTUA) 1 NTAGOPATOPHbBIX JaHHbIX (CHUXKeHUe ypoBHsA T4 cBobogHOro
1 VIOP-1) 6bin BbICTaBNEH ANArHoO3: «3aaepKa GpU3NUECKoro 1 NCUXMYECKOTO PasBUTUS. BTopuuHbIn ru-
noTtupeo3? ComatoTpornHaa HeAOCTaTOYHOCTb?». bbina Ha3HaueHa Tepanua N-TUPOKCUHOM 12,5 MKr 1 pa3
B CYTKM.

B okTsbpe 2018r. KOHCYNbTUPOBaHa reHeTUKOM. Status localis: Mukpocomus, TpuroHouedanws, HaBu-
catoLwmin no6, rMNOTeNopu3sM, y3Kme HOCOBbIe XOAbl, KOPOTKUI GUABTP, MUKPOCTOMUA, AUCNNa3unsa 3y6HoO
SManu, «rotmyeckoe HEGO», HU3KOMOCAXEHHbBIE YLUHbIE PAaKOBWHbI. [narHo3: «BpoxaéHHble aHomManum
pa3BuUTKA. 3afepKKa ncmxopursmyeckorro passuTtua. CuHapom KaptareHepa. BTopuuHbIi runotmpeos».

MNpun KapnoTUnNupoBaHUN: <HopManbHbIN XXeHCKNA KapuoTun. 46, XX. XpoOMOCOMHOI naTtonorumn
He BbIAB/IEHOY.

B ¢peBpane 2019 r. obcnefoBaHa B S3HAOKPMHONOrMyeckom otgeneHnm. MposeaeHsl CTI-cTumyns-
LIMOHHbIe NMPOo6bI € KNodeNMHOM (MaKCMManbHbIN BbIGPOC comaToTponyHa 0,2 HI/MJT) U C UHCYNIMHOM
(MaKcvMmarnbHbI BbIGPOC ropMoHa pocTa 1,27 Hr/mA), No pesynbTaTaM KOTOPbIX CAENAHO 3aK/loyeHue:
«ToTanbHbIN ednLUT ropMoHa pocTa». HasHaueH comatoTponuH B fo3e 0,033 Mr/Kr exkefjHeBHO, noA-
KOMHO B 20.00-22.00. POCT Ha MOMEHT CTapTa 3aMeCcTUTENbHONW Tepanumn coctaBnan 76 cm, SDS — 5,5,
Bec 7,7 kr, MT 13,3 kr/kB.m, SDS UMT — 2,1.

0O6beKTNBHO: PocT 93 cm (SDS pocta — 3.10), Bec 11.5 Kr (3a 11 mec. +2 Kr); UMT 12.72 Kr/KB.m.;
SDS UMT — 3.11). Ha ¢poHe

Mo pe3ynbratam ropMoHanbHOro NPodus: yposeHb T4 cBOGOAHOTO B LieIEBOM iUanasoHe (npriem
N-TUPOKCUHA 37,5 MKr), ypOBEHb NPONaKTHa U KOPTM30/a B HopMe. KOCTHbI BO3pacT COOTBETCTBYET
2 ropam. Ha ¢poHe Tepanum oTmeyanca 3HauMmMblil NMPorpecc B ICUXOMOTOPHOM Pa3BUTUN pebeHKa.

KINNHUYECKU QUATHO3:

OcHoBHol: [unonutymtapmnsm. ComatoTpornHasa HeJOCTaTOYHOCTb. BTOPUYHbBIN runotnpeos.

ConyTcreytowmit: Cuiapom Kaprarenepa. Tpuxumas. AHOManua passuTUA Hapy»XHOro Hoca. Pesnayans-
Haa sHuedanonatna. CUHAPOM MblLLIEYHOW MMMNOTOHUM. 3aiepKka NCUXOMOTOPHOIO U PeYEBOro PasBUTHA.

BbIBO/l: cBOeBpeMeHHaA AMArHOCTMKa rMnonuTyutapusamMa Nno3BOJSIAeT CBOEBPEMEHHO HauvaTb
1 NpoBoAUTb 3GdeKTUBHYIO Tepanuio, 61aronpPUATHO BO3AENCTBYIOLLYIO Ha KaueCTBO KU3HW NaLlueHTa.
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KNUHUYECKU ONbIT NPUMEHEHUA KPUTEPUEB AUATHOCTUKU
METABOJINMECKOI0 CUHAPOMA U OLLEHKU UHCYJIMUHOPE3UCTEHTHOCTU
Y AETEM N NOAPOCTKOB B AMBYJIATOPHOU NPAKTUKE

A.B. bnuHos, .M. MakpywuH
Y3 I N°42, 2. Mockea

LEENIbIO HacToALlero nuccnefoBaHus ABNANOCH M3yUYeHre YacToTbl METabonmueckoro cMHapomMa
(MC) 1 uHcynuHopesucteHTHocTH (MP) 1 BbiiIBNEHWe accoumaunii mexay HAMU.

OBbBEKT UCCNEAOBAHUA N METO[bI: B uccnegoBaHue 6bino BKaloueHo 120 naumeHToB
10-17 net (14,5+0,2 neT) C 3K30reHHO-KOHCTUTYLIMOHANbHBIM OXXMpPeHVeM. AGLLOMMHANbHOE OXUPeHne
6bI710 MPUHATO 3a OCHOBHOW KpuTepuin MC, Kak nokasaTesb UMEIOLLMIA MaKCUMaJIbHYIO KOppensauuio
C OpYruMun NposBReHVAMU CUHAPOMA. Bcem 6b1o NpoBefeHO KOMMNEKCHoe obcnefoBaHve BKIIO-
yaiollee KNMHUYECKME, MHCTPYMEHTabHble, NTabopaTopHble MeToAbl, KOTOPOe NMPOBOAUIOCH B COOT-
BETCTBUWN CO CTaHAapTaMu OKa3aHWA MeAULMHCKOW NOMOLM NaumeHTaM ¢ JaHHow natonoruen. MC
BbICTABJIEH COMNACHO NnefmaTpuyeckum Kputepusam MexpayHapogHon defepauunn anabeta (IDF, 2007;
P. Zimmet, 2007). C 16 net ucnonb3osanucb Kputepun (IDF) 2005 r.. ina oueHkn VP ncnonbsosanca
nHaekc HOMA-IR. P ¢ukcmposanu, korga nHgekc HOMA npeBbiwan 3,2. [lnarHo3 aptepuanbHas ru-
nepteH3ua (Al BbICTaBNANCA Ha OCHOBaHMM 0GUCHOTO N3MepPeHUA apTepranbHOro AaBfieHns 1 NpoBe-
[EHMNA CYyTOYHOrO MOHUTOPUPOBaHMA apTepuanbHoro aasneHna (CMAJ). YnbtpasByKkoBoe UccneaoBa-
HVie opraHoB GPIOLLIHON NOMOCTM NPOBOAMIIN N0 0BLENPUHATON MeToauKe. Mo pe3ynbTaTam NaumneHTbl
6bInM pa3geneHbl Ha 3 rpynnbl: 1 — rpynna nauueHTbl ¢ MeTabonnyeckum cMHgpomom (n = 40) 2 —
rpynmna naumeHTbl C MHCYTMHOPE3UCTEHTHOCTLIO (N =47) 3-A rpynna naumeHTbl C NePBUYHBIM OXUPEHN-
em (n = 33). Bce uccnepyemble rpynmbl 6biv cONocTaBrMbI Mo ypoBHio SDS UMT: 2,96+0,07 2,87+0,06
1 2,82+0,04 cOOTBETCTBEHHO.

PE3YJIbTATbI: Yactota MC coctaBuna 33,3% cpean Bcex ob6cnefoBaHHbIX (40 MauueHToB),
a yactota WP 62,5% (75 nauyuenToB). [pynnbl naymeHtoB ¢ MC n VIP pocToBepHO pasnnyanuch Nuilb
Nno OAHOMY 13 CpaBHMBAEMbIX MapameTpoB. A UMEHHO MO OKpYyXHOCTW Tanuu 110,0+1,8 n 104,0+1,7
COOTBETCTBEHHO (p<0,05). iccnepoBaHme ypoBHA MMioKo3bl, MHCYNMHa, MiHpekca HOMA-IR, xonectepu-
Ha U MMKUPOBAHHOIO reMornobunHa TakXKe He BbIABUIO CTaTUCTUYECKN 3HAUMMbIX Pasnnynin mexay
rpynnamu MC n WP (1ab. 1). Pa3nnuns BbisiBNEHbI B YPOBHE MOYEBOW KUCNOTbI 428,7+11,9 MKMONb/N
1 365,5+10,9 mkmonb/n (p1-2<0,001). Takke cpaBHMBaeMble rpynmbl NaLMEHTOB JOCTOBEPHO OTNINYa-
JINCb NO YPOBHIO BUTaMnHa [ 12,6+1,0 Hr/mn 16,7+0,9 Hr/mn (p1-2<0,01). Pa3nnuna B ypoBHe Nnuaos
0YeBUHbI TaK KaK 3aI0KeHbl B OCHOBE pa3enieHns Ha rpynnbl.

Ta6nuua 1. CpaBHUTENbHAA XapaKTePUCTUKa NoKasaTenei yrneBofHOro v IMNUAHONO CeKTpa B TOM YKCe MHCYU-
HOPE3NCTEHTHOCTM B rpynnax NaLyeHToB

MeTta6onuueckui UncynuHo- MepBunyHoe
MNokasarenn M (m) cuHApom pe3nCTEHTHOCTb oXupeHne
(n =40) (n=47) (n=33)
rNoKO3a HaToWwak 5,0+£0,1
MMOnb/ 49:0.1 (P2-3<0,05) 46201
WNHcynuH HaTowak 26,2+2,8 28,1+£1,6 10,8408
MKE[/mMn (P1-3<0,001) (P1-3<0,001) T
5,4+0,6 5,9+0,4
Vinpexc HOMA-IR (P1-3<0,001) (P2-3<0,001) 16202
HbA1c, % 5,27+0,05 5,26+0,06 5,14+0,04
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NS
1,91+0,15
+
TT, Mmonb/n (P1-3<0,001) 115£0,07 1,06+0,09
(P1-2<0,001)
0,95+0,02
JINBIM, mmonb/n (P1-3<0,001) 1,23+0,04 1,20+0,04
(P1-2<0,001)
XonectepuH Mmonb/n 4,2+0,1 4,3+0,1 4,1+0,1
30,4+2,4
+ +
ANT, En/n (P1-3<0,01) 28,3+4,1 20,7£1,6
ACT, Ep/n 25,3%£1,3 24,0£1,6 25,1+£1,6

ApTepuianbHas runeprteHsuns (Kak cTabunbHas, Tak 1 nabunbHas) bbina BoisBneHa y 53,3% (64 na-
LneHTa) 0b6cnefoBaHHbIX. M3 Hux 50% npuwwnock Ha nauneHtor ¢ MC, 36% 1 14% Ha nauyuneHTos ¢ P
1 NePBUYHBIM OXMpPEHNEM COOTBETCTBEHHO. YpoBeHb cucTtonnyeckoro Al npyu oprcHOM n3mepeHunn
B rpynnax coctasun 130+2, 125+2 n 121+3 (p1-3<0,01). MNpu nposeaeHun CMAJ] nHaeKC BpemeHn
rMnepTeH3nmn CUCTONIMYECKOro apTepuabHOro faBreHna B fHeBHoe Bpema (VB CAJl, aeHb) cocTtaBun
50,8+4,8 36,8+4,8 1 24,7+4,5 (p1-2<0,05; p1-3<0,001).

lenaTo3 3apernctpupoBsaH y 45,8% (50 naumeHToB) o6CcnefoBaHHbIX, M3 HUX Y 20% (11 naumeHTOB)
6bIn AMarHOCTUPOBaH cTeatorenatt. OCHOBHas Macca MaLUMEHTOB C renaTo30M MpuLLIach Ha rpynmny
¢ MC — 50,9%, renaTo3 Takxe BCTpeyvanca cpegu nauneHtos ¢ P n nepBuyHbiM oxnpenmem 27,3%
1 21,8% cooTBeTCTBEHHO. [pryem cTeaTorenaTuT BCTPeYanca ¢ ognHakoBon yactor npyu MC v npu UP.
XoTAa cToMT OTMETUTb UTO ypoBeHb AJTT 6bin JOCTOBEPHO BbiLe B rpynne MC yem npy NPoCTOM oXnpe-
HuUn 30,442,4 n 20,7+1,6 cooTBeTCcTBEHHO (p1-3<0,01).

YepHbIl aKaHTO3 CUMTAIOLWMUNCA CYppPOraTHbIM MapKepPOM WHCYNMHOPE3NCTEHTHOCTU BblABNEH
Bcero imwb y 13,3% (16 naymeHToB) 06CNEAOBaHHbIX 1 JoMuHUpoBan B rpynne MC — 56,3%, npu UP
OH BCcTpeyanca B 25% cnyyaes 1 B 18,7% npu NPOCTOM OXMpPEHNN.

BbIBO/Abl: MC BbifiBNAeTCA y TPETW BCEX NMALIMEHTOB C OXMPeHueM, a VP y aByx TpeTeii. /13 Bcex nsy-
YeHHbIX MapameTpoB 3TV fiBE rPyNMbl OTAINYAIOTCA APYT OT APYra TONbKO OKPYKHOCTbIO TaNIUK 1 YPOBHEM
MOYEBOW KNC/IOTbI, YTO MOATBEPXAAET TOUKY 3PEeHUsA, YTO OCHOBHbIM PpakTopom pa3sutna MC anaetca
abomMMHanbHOe OXupeHne, a P aBnsieTcs nuwb ogHUM 13 ee HeobA3aTeNbHbIX KpuTepmeB. Takum 06-
pa3oM MOXHO CKasaTb, UTO B aMOyNaTOPHOW NPaKTUKE MOXHO 060MTUCh 6e3 06A3aTeNbHO onpeaeneHns
YPOBHA VHCYNNHA, YTO ynpoLuaeT anarHocTrky MC B yCNoBMAX NONUKIIMHAYECKOrO 3BeHa NyTem OTKasa
OT pacyeTa 1 TPaKTOBKM NHAEKCOB MP Tak Kak Ao HacTosLlee BpeMaA He CyLLecTByeT eanHoro obLenpu-
3HaAHHOTO TecTa AnA BbiABNeHUA VP, K TOMy e YPOBHU MHCYNMHA He CTaHAAPTM3NPOBaHbI B Pa3INYHbIX
nabopaTopusAx, NOCKONbKY ero HopMasbHble 3HaUeHNA KpaiiHe BaprabesbHbl, 0CO6EHHO B MOAPOCTKO-
BOM Bo3pacTe. OCHOBOMOMaraLwmm KpUutepuem ANarHOCTVKN CTaHOBUTCS abdOMMHANbHOE OXMpPEHNE,
KOTOPOMY NPUHAANEXUT KNtoYeBasA Posib B reHe3e Kak OTAeSbHbIX CUMMTOMOB, BKNIOUYeHHbIX B cocTas MC
TaK 1 Camoro cuHApoMa. B npakTuueckoin pabote ypoBeHb MOUEBOW KUCIIOTbI MOXKHO MCMONb30BaTh Kak
6rioxmmmuecknin niamkatop MC u Al B guarHoctuke Al nokasaHo Hapagy ¢ odUCHbIM n3MepeHnem Al
nposegeHne CMAL. Bbicokas yacToTa 3apernctprpoBaHHoO Al, acCOLUMMPOBAHHON C OXMPEHNEM 1 OCO-
6eHHo ¢ MC, cTaBUT BONPOCHI paHHEN ANarHOCTUKY, NPOGUNaKTUKK 1 nedeHuna Al Ha npuopuTeTHOe Me-
CTO Kak B 4€TCKOW SHAOKPUHONOMK, TaK U Kapanonorni. Hanuuve cnyyaes cTeatorenatvta B JETCKOM
BO3pacTe rOBOPMUT O TOM, YTO HEOOXOAVM aKTUBHbIN MOVCK AAHHOTO OCIOXHEHNS OXKUPEHUA Y NaLEHTOB
¢ MC pna cBoeBpemMeHHON ANarHOCTUKM 1 KOPPEKLMM Tak Kak cTeaTorenaTuT npoTekaeT ackMMIToMaTuy-
HO, HO MPW 3TOM MMeET NOTeHLMa K NporpeccnmpytoLLemy TeyeHmio. Y Bcex NaumeHTOB OXKMPeHEM BbiAB-
neH pgedununT BUTaMUHa [] pasnunuHbIX CTeNeHei, Ho 0COH6eHHO BblpaxeHHbIn npu MC.
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OLEHKA NOQHOIr0 AEOULUTA NO PE3YJIbTATAM HEOHATAJIbHOIO
CKPUHUHIA HA BPOXAEHHbIVN TUMOTUPEO3
B PECNYBJIMKE KAPENNA

B.B. Banupos, T.B. BapnamoBa, W.I. MNawkosa
lMempo3asodckuti 2ocydapcmeeHHbIl yHusepcumem, [lempo3agoock

MopoaednumntHble 3a60neBaHNA ABNAIOTCA OQHUMMU U3 Hambonee PacnpPOCTPAHEHHbIX HEWH-
deKLMoHHbIX 3aboneBaHnin yenoseka. OTCyTCTBME JOCTAaTOYHOrO MOTPe6NeHus nopa NPUBOAUT
He TONbKO K pa3BUTUIO 306a y AeTell U B3POCIbIX, HO U K CHVPKEHWUIO WHTENIEKTa, YBENNYEHWIO
BEPOATHOCTU POXAEHNA AeTell C BPOXKAEHHbIM MMNOTUPEO030M, CBA3aHHbIM C BblpaXKeHHbIM aedu-
LUMTOM oAa BO BHYTPUYTPOOHOM pa3BuTMU. [0 JaHHBIM 3NUAEMUONOTMYECKUX UCCIefoBaHN,
NpoBeAeHHbIX IHAOKPUHONOrMYECKUM Hay4HbiM LeHTpoM PAMH, B Poccuiickoin Oefiepaunn He cy-
LecTByeT TEPPUTOPWIA, TAE HaceneHne He NMOoABEPranoch Obl PUCKY Pa3BUTUA NOAOAEPULIUTHBIX
3aboneBaHun.

LIEJIb: oueHnTb MoAHY obecneyeHHOCTb B pecrybnuke Kapenua no AaHHbIM HeOHaTasbHOro
CKPVIHWHra.

MATEPUANDbI N METOADbl: B cootBeTcTBUM C pekomeHgauuamu BO3 (2001 r.) ana oueH-
KN CTeneHu BbipaXeHHOCTN WoAHOro feduunta Ncnonb3yeTca psAp nokasatenen: yactorta 306a
B NMonynAunn Aetei fonybeptaTHOro Bo3pacTa; MefiraHa Nnoaypuin (KoHUeHTpaumsa nofa B move
B MKI/N), YacToTa runeptupoTponuHemmm (c yposHem TTI> 5 mkE[l/mn), BbiABNABLLIAACA NPU He-
OHaTaJIbHOM CKPMHMHIE Ha Hanuume BPOXAEHHOro runotnpeosa. CornacHo pekomeHpauunaMm,
ANA TepPUTOPUIA C GnarononyyHbimM NOAHBIM obecneyeHrem ypoBeHb HeoHaTanbHoro TTI Bbiwe
5 MKME/n onpepensetca He 6onee YyemM y 3 % HOBOPOXAEHHbIX, B PEFMOHaX C NIETKUM NOLHbIM
fedbuumtom 3TOT nNokasaTenb cocTtaBnfeT 3-19,9 %, c ymepeHHbIM — 20-39,9 %. HeoHatanb-
HbIl cKpuHUHT TTI HanpaBneH Ha BbiABJEHME BPOXAEHHOro runotupeosa. OgHako, No faHHbIM
MHOTUX NCCNIeJOBaHNIN OH MOXET ObITb NoNe3eH ANA BbIABNEHUA YMEPEHHON U TAXKENOoN cTene-
HU feduunTa oaa, Ho ero ciepyeT C OCTOPOXKHOCTbIO PEKOMEH0BaTb [NA OLeHKN B pernoHax
C Nerkum MoaHbIM AeprLMTOM. Y HOBOPOXKAEHHbIX TMpeoTponHbin TTI HaxoauTca B obpaTHOM
3aBNCMMOCTU C YPOBHEM ofypun.

PE3YJIbTATbI: Mbl npoBenu oueHKy nokasatena TTI npu HeoHaTasibHOM CKpuHUHre B Pecny-
6nuke Kapenus. bbinv npoaHanusvpoaHbl B 2010 . 7779 obpa3uoB (99,8% ob6cnefoBaHHbIX AeTei
OT 06LLero KonmMyecTsa poxaeHHbIx B Pecnybnuke Kapenus), B 2012 r. — 7725 (96,6%), B 2015 . —
6681 (86.5%), B 2016 1. — 7302 (97%), B 2017 1. — 5873 (91,2%), B 2018 . — 5954 (98,4%), B8 2019 . —
5114 (93,1%),8 2020 r. — 5023 (97,7%). YacToTa ypoBHsa TTI > 5 MKEl/MN npn HEOHaTanbHOM CKPUHUH-
re oT KOnMyecTBa 06CefOBaHHbIX cocTaBuna 1,8% 1 MeHee B KaXXAbll rof,.

CBOeBpeMeHHO oaHaa npodunakTvka ¢ NPYMeHeHNeM afleKBaTHbIX 403 NpenapaTta Ha NpoTA-
KEHUW BCero rnepviofia rectayuy cnocobHa npepaoTBpaTMTL 0bpasoBaHMe 306a U HOPManM3oBaTb
GYHKLMIO WNTOBUAHON »Kene3sbl. CHMXeHMe pacnpoCcTpaHeHHOCTV HeoHaTanbHOW rMnepTnpeoTpo-
MVHEMUN MOXET ObITb CBA3aHa C MpoBefeHNeM rpynnoBoi npodunakTuknu nogopeduumTa cpean
6epemMeHHbIX.

BbIBOJbl: YunTbiBad, uto mccnenoBanca TONbKO OAUH U3 pekomeHoBaHHbIX BO3 noka-
3aTenei nogHoro geduumnTa, roBOPUTH B NOJIHOM 06bemMe O nerkom aedbuuymte nogopeduruymTa
B Pecnybnuke Kapenna HeBo3mMoxHo. OfHaKO, HU3KWIA NPOLEHT HEOHaTalbHOW r’MNepTMPEeoTPO-
NMHEMUIN CBUAETENLCTBYET 06 3GPEKTUBHOCTI rPynnoBon NOAHON NpodunakTukn y 6epemeH-
HbIX, TaK Kak Aeduuut nopa y matepun ABNAETCA CamMOW YacCTON MPUYMHON MOBbIEHNA YPOBHA
TTl y HOBOPOXAEHHbIX B NOAOAePULNTHDBIX paioHax. lMpodurnaktuka nogoaedurumta BO3N0OXKEHO
Ha NepBrYHOE 3BEHO CUCTEMBI 3[jpaBooxpaHeHus. NocToAaHHaA UHGopMaLunoHHas paboTa cpean
MeAULMHCKUX paboOTHUKOB M FPYNM prcka 0 Heo6XoAMMOCTU 1 MeToAaX MOAHON NPOPUNAKTUKM
cnoco6cTByeT MOBBIWEHNIO KOMMIAEHTHOCTM HAaceNeHNA 1 yMeHbLUaeT YacToTy ropoaeduunT-
HbIX COCTOAHUN.
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MwuH3gpasa Poccuun 3H/IOKPUHOJIOTOB

NAMUNNAPHDBIA PAK LUNWTOBUAHOM XKENE3bl Y MALUMEHTA C CEMEAHbIM
AJQEHOMATO3HbIM MNOJIMNO30M

ABTopbl: A.B. BonmacoBa, M.A. MenuksaH, A.P. CaBkuHa, M.A. KypHukosa, C.I. Moanunaesa,
H.B. Ba6ackuHa, B.A. MeTtepkoBa
OrbY «<HMUL| SHdokpuHonoauu» MuH30pasa Poccuu, Mockea
QOIBY «<HMWL AIrov um. mumpus Pozauega» MuH3dpasa Poccuu, Mockea

BBEJEHUE: CemeiiHblli afieHOMaTO3HbIN nonuno3 (cuHapom FapaHepa, FAP-1 OMIM# 175100) —
3TO pefKoe ayTOCOMHO-JOMMHAHTHOe 3aboneBaHue (YactoTa 1: 14 025), xapakTepusyloLleecs Hanu-
YMem MHOXKECTBEHHbIX MOSIMNOB B TONCTON KULIKe B COYETaHNM C SKCTPAKOOHNANbHbIMU ONYXONAMMU,
CPeau KOTOPbIX BbIAENAT OCTEOMbI Yepena, SNnAepMongHble KUCTbI, GrOPOM, AECMOUAHDBIE OMYyXONH,
paK LWUTOBMAHOW >Kene3bl, 310KaYecTBeHHble 06pa3oBaHNsA NedyeHn 1 noyek. 3aboneBaHve CBA3aHO
C AOMVHaHTbIMK MyTaumamun B reHe APC nokanvn3oBaHHOM Ha AJIMHHOM nieye 5 xpomocombl (5g21).

OMUCAHUE CNTYYAS: MayreHTKa 16 neT, poannach B CPOK OT 2 6epeMeHHOCTM (1 — BbIKMAbILL),
cmaccowm npu poxaeHnn: 4100 r, gnuHowm Tena 51 cm. HacneacTBeHHbI aHaMHe3 OTAroLLEeH Mo MaTepuH-
CKOW NHMK (y MaTepu-paK NPAMON KWLLKKW, Nornbna B BospacTe 25 neT).

C 11 net Habnoganacb y HeBposora ¢ AnarHo3om: KOHoLwecKas abcaHCcHanA anunencys, nosyyana npo-
TYBOCYAOPOXHYIO Tepanuto. C 14 neT y AeBOUKM OTMeYasnach xenesofepmumtHas aHemusa pedpaktepHan
K Tepanuu nepopanbHbIMK NpenapaTtamu xenesa. B 15 net npyu nnaHoBom 06C1eA0BaHNMN BbIABIEHO Y3-
noBoe obpa3oBaHVe NeBOW [OUN LATOBUAHON Xenesbl pasmepom 13,6x8,5x10,5 MM, cMeLuaHHOW CTPYK-
Typbl 32 CYET aHIXOreHHOro KOMMOHeHTa. 1o pe3ynbTaTaM TOHKOYrOfIbHOW acmvpaLlyioHHOW Guoncum
(TAB) — konnowvgHbIi 306 (Bethesda Il). Mpu guHammnyeckom 06CcnefoBaHNM OTMEUANCA POCT 0bpa3oBaHus,
npv NpoBeAeHNM YNbTPa3ByKOBOrO NCCEA0BAHNA WUTOBUAHON »ene3bl B 16 NeT BbiABNEH NeBOCTOPOH-
HWI y3110BOW 306 pa3mepom 16x13x10 mm (EU-TIRADS 4), no fgaHHbIM TAB — guarHocTmyeckas Kateropus
Bethesda V. B ropMoHanbHOM Npoduse-3yTupeos, KanbLUUTOHUH B NpeAenax HopMbl. YUMTbIBas COXpaHsio-
LytocA xene3oaedULMTHYI0 aHEMUIO CpefHel CTENEHN TAKeCTU (reMornobrH 88r/n), OTATOLEHHDIN cemeld-
HbI aHaMHe3, 3aMoA03PEHO KHLLeYHoe KpoBoTeueHmne. PebeHKy Gbin NpoBefeH aHanm3 Kana Ha CKpbITYio
KPOBb, KOTOPbIV NMOKa3as NMoNoXnTeNbHbIN pe3ynbTat. [IpoBogmnack Tepanua napeHTepanbHbiMy Gopmamm
npenapaToB Xesie3a U PeKOMOVIHAHTHBIM SPUTPOMOSTUHOM C MONOXMTENbHBIM 3bdeKTom.

Ha ocHoBaHMM KNUHMKO-NabopaTopHOI KapTrHbI 3anogo3peH CemeliHblli afleHOMATO3HbI MOANMO3.
lpoBefeHo MoneKkynapHo-reHeTuYeckoe nccnepgosaHue: B reHe APC, B MHTPOHe 11 BbiABNEH reteposu-
roTHbIN BapuaHT €.1408+1delG, He umetoLwmil NONYNALMNOHHBIX YaCcTOT M HE OMWCAHHBIN B IMTepaType.

MaymeHTKe Gblna NPoOBeAeHa KOIOHOCKOMMS, MO pe3y/bTaTaM KOTOPOWA BbisIBNIEHbI MHOXECTBEH-
Hble (6onee 100) nonunoBuaHble 06pPa3oBaHWA TONCTOWM KUWKKW. Bbina npoBefeHa MOAUNIKTOMMSA
Hanbonee KpynHbIX MOANMOB, MO pe3yNbTaTaM FUCTONOrMYECKOro UCCNefoBaHNA — afleHOMATO3HbI
Nonnno3 KULWeYyHuKa.

B panbHeiilwem pebeHKy BbINONHEHA NIEBOCTOPOHHAA reMUTUPEOUIIKTOMUA C UCTMYCIKTOMMUEN.
Mo pe3ynbTratam rMCTONOMMYECKOro UCCIEAOBaHUA Obli NMOATBEPXKAEH AUArHO3 ManWIAPHOTO paka
LWMTOBUIHON Xene3bl (KprbprdopMHO-MOAYNAPHDBIN BapUaHT).

Takum ob6pasom, yunTbiBas Hanmnuve OTATOLEHHOrO CeMeMHOro aHaMHe3a, NanuIAPHOro paka
LMTOBULHOW Xene3bl B cOYeTaHUM C aieHOMaTO3HbIM MOINMO30M KULIEYHMKA, @ TakKe Ha OCHOBa-
HUW pe3ynbTaToB MOJIEKYNsIPHO-TEHETUYECKOTO NCCeoBaHNA NaumneHTKe Obll YyCTaHOB/EH AUarHo3:
CemeliHbI aleHOMAaTO3HbIN Nonvno3 (cuHapom FapaHepa).

YunTbiBan BbICOKUIN PUCK Pa3BUTUA paka TONCTON KULLKK, NAAHNPYeTCA NpoBefeHne KONONPOKIK-
TOMUM € POPMMPOBaHMEM TOHKOKMLLEYHOIO pe3epByapa 1 1ieoaHallbHOro aHacToMo3a, MoKasaHo pe-
rynapHoe Y3/ wnToBnAHOM Xene3bl, CKDUHWUHT Ha MHble COCTaBnAoLWMe CUHAPOMA.

BbIBOAbl: nayveHTam C pakom LUMTOBUAHOWM »ene3bl, MPY HaNNYMM OTATOLWEHHOTO CeMeNHOro
aHaMHe3a B OTHOLLEHNN KOMIopeKTasbHOro paka HeobXoANMO NpoBefeHne JONONHNUTENbHOro obcne-
[0BaHNA ANA ncknioyeHna CemenHoro afeHoMaTo3HOro noaMnosa.

KJTKOYEBBIE CJIOBA: CuHOpom [apOHepa, cemeliHbili a0eHOMAamo3Hbll NoIUN03, NanuaapHeIt pak wu-
moeuodHoU xese3vl
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METABOJINYECKUE OCOBEHHOCTU MOPBUAHOIO OXKMPEHMA Y NTOAPOCTKOB

0.B. Baciokosa', I1.J1. Okopokos', B.A.leTepkoBa’
"HayuoHanbHbIl MeOuYUHCKUU ucciedosamensckul UeHmp SHOOKpuHonozauu, Mockea

BBEJEHUE: Hapsagy C BbICOKOW PacnpoCTpaHeHHOCTbIO AETCKOrO OXMpPeHWsi Hanbosnee TPeBOXHbIM
ABNAETCA yBenueHne MopouaHbIx popm. 3HaHVe MeTabonmyeckrx 0CO6eHHOCTEN BbIPaXKeHHOTO OXK-
PeHWA, MOUCK NPEAVKTOPOB NPOrpeccMpoBaHna Habopa Macchl HEOOXOAVMbI ANA YCMELHOW KOppeKLni
1 NpodUNakTUKM NOTeHLUManbHO obpaTmbix HapyLueHuin. DakTop pocta ¢prbpobnactos 21 (FGF 21) —
610K, aAMMOMUOKIH, TaKXKe CEKPETVPYIOLMIACA renaToLuTaMy, y4acTBYOLWUIA B METabonm3me rioKo3bl,
NUNVAOB U PErynNPYoLWUIACA aANNMOHEKTUHOM, IENTUHOM U PE3UCTUHOM. B HacToALee Bpems NoABUMNCH
AaHHble O CBA3M MEX/y MOBbILUEHHbIM YPOBHeM LpKynvpyiolero FGF21 n pa3sutnem metabonmueckmx
HapyLUeHWI y B3pOC/bIX. [laHHble Y ieTell HEMHOTOUMCIIEHHbI U MPOTUBOPEYMBHI.

LLEJN1b: cpaBHMTbL YacTOTY MeTaboNIMUeCKrX HapyLLeHni, ypoBeHb FGF-21 1 agunoHeKTUHa y feten
C KOHCTUTYLIMOHaNbHO-3K30reHHbIM MOPOVAHbBIM U <HEMOPOUIHBIMY OXKUPEHUEM.

MATEPUAJIbl U METOAbI: B nccneposaHue BknoueHo 40 geTent B Bo3pacte oT 12 go 18 ner
C NPOCTbIM OXMpeHuem (cpenHun BospacT 15,2 [14;16,7] net; SDS UMT 3,5 [3,1;4,0]), pa3geneHHbix
Ha ABe rpynnbl: OCHOBHYI0O — 17 NOAPOCTKOB C MOPOUAHBIM oxupeHuem (SDS UMT +4,1 [4,0; 4,3])
1 rpynny KoHTpona — 23 pebeHka ¢ SDS UMT +3,0 [2,5;3,5]). Mop6uaHoe oxupeHve onpeaensnv
Kak SDS VIMT > 4,0. Bcem peTtam npoBefeH CKPUHUHT METaboNMYeCcKMX HapyLleHni, accoLmpoBaH-
HbIX C OXKUPEHMEM, U OLieHKa KOMMO3MLIMOHHOTO COCTaBa Tesla (MeToAoM b6ronmneaHCcHOro aHanvsa).
3a vHcynnHopesncteHTHoCcTb (UP) npuHumanu 3HadeHuns ISI Matsuda <2,6. Hannuve HeankoronbHow
Xunposoi 6onesHun neueHn (HXBIM) oueHrBanocb no gaHHbIM Y3W. YpoBeHb FGF — 21 1 agunoHekTu-
Ha onpegensany c UCNosnb30BaHNeM HabopPOoB ANA UMMyHOopepMeHTHoro aHanusa (ELISA). Ctatnctuue-
cKas 0b6paboTKa faHHbIX NPOBOAMNACH C NCMONb30BaHNEM MaKeTa NMPUKNagHbIX Nporpamm Statistica
(StatSoftinc., USA, version 12.0). laHHble NpefcTaBneHbl B BUAE MEAMAHbI Y MHTEPKBAPTUIIbHOTO pa3ma-
xa. [1nA oLeHKM JOCTOBEPHOCTY PA3NNUMIA KONMYECTBEHHbIX MPU3HAKOB MEXAY U3yyaeMbIMU rpynnamm
MCNonb30oBanca Kputepuii MaHHa-YUTHM 1 ANCNepCrOHHbIN aHann3 Kpackena-Yonneca, Ans OLeHKN Ka-
yecTBeHHbIX pa3nuunin — Xu-keagpar (c nonpaskoi Meiitca).

PE3VJIbTATDbI: Viccnegyembl rpynrbl 6biv CONOCTaBUMbI MO MOy, BO3PACTY U CTaAUK NOSIOBOrO
pa3BWTUSA, HO pasnuyanuck no secy, IMT, SDS UMT (cm. Tabn.1).

Ta6bnuua 1. KnuHnueckas XapaKkTepucTruka nccnegyemblix rpynn

Mop6ugHoe «Hemop6ugHoe»
oxupeHue (n=17) oxupeHue (n=23) P
Bo3spacr, rogbi 15,6 [15; 17] 15,0 [14; 15,8] 0,60
Mon: m/x 8/9 11/12 0,56
Bec, kr 140,3 [126,3; 150] 98,5[91; 108] <0,001
VIMT, kr/m? 48,3 [43,2;52,8] 33,9[29,1;36,9] <0,001
SDS UMT +4,1[4,0; 4,3] 3,0[2,5;3,5] <0,001

CKPUHWHF MeTaboMyecKrx HapyLweHNii BbIABWIT CTAaTUCTUYECKM 3HAUMMO GONbLUYIO BbIABIAEMOCTb
HXBIM — Kak cTeaTo3a, Tak 1 CTeaTorenatuTa y NofpOCTKOB C MOPOUAHBIM OXUPEHMEM Npr ConocTa-
BVIMOW BbIABAAEMOCT AUCIUNUAEMUN, apTepUanbHON runepTeHsun n UP. Kpome 3Toro, NnoapocTku
C BbIPaXXE€HHbIM OXXUPEHMEM XapaKTepun3oBanuncb 6onee BbICOKMM ypoBHeM FGF-21 npu Bblpa)keHHO
rMnoagnMnoHeKTMHeMUn B 0benx rpynnax (cm. Tabn.2). OueHka KOMMO3MLMOHHOFO COCTaBa Tesa BblfBU-
J1a OXKMAAEMO CTaTUCTUYECKM 3HAUMMOE NPEBbILLEHNE XXUPOBOTo Ko3bdrLmeHTa y feTell C MOpOUAHbIM
OXKMPEHNEM MO CPABHEHWMIO C KOHTPOJIbHOW rpynnoi (51,6 [47,8;54,6] vs 42,2 [36,1;44]; p<0,001).
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Ta6nuua 2. YacTtoTa MeTaboNMUecKnx HapyLWeHnin B uccnesyemblx rpynnax

Mop6ungHoe oxunpeHne «Hemop6uaHoe»

(n=17) oXupeHue (n=23) P
Oucnnnugemns, % 82,1 79,1 0,65
HapylueHvie TonepaHTHOCTL 18 17.4 0,96
K rnioko3se, %
ISI Matsuda 1,69[1,2;24] 1,751[1,0; 2,4] 0,93
ApTep"'a”"”ai', 64,7 39,1 017
runeprteHsua, %
HeankoronbHas xunposas 94,1 522 <0,01
60ne3Hb neueHu, %
ANT, Ea/n 45,6 [19; 58] 31,1[16;40] <0,05
FGF-21, nr/mn 502,7[230,6; 747,3] 350,3[205; 378] <0,05
AANMNOHEKTUH, % 3,7[3;4,5] 4,54[3,2; 5,4] 0,31

3AKJTIOMEHME: noppocTkn ¢ MOPOMAHBIM OXMpPEHNEM XapaKTepu3yloTca Oosnbluel YacToTomn
sbiAneHnA HXBI B Buae cTeatosa v cTeaTorenatuta B COYETaHUN C BbICOKUM ypoBHeM FGF-21 npn
COMOCTaBMMOW C «HEMOPOUAHBIM» OXMPEHEM CTEMEHBIO UHCYIMHOPE3NCTEHTHOCTU 1 TNOaAUMNOoHe-
KTUHemMun. MonyyeHHble faHHble MOTYT CBUAETENbCTBOBATbL O NOTEHLUMANbHOWN NPEeJUKTOPHOW ponu
FGF-21 B pa3sutuun HXBI1y geTein c oxunpeHnem. Kpome Toro, 3To KOCBEHHO CBUAETENbCTBYET O CIIOXK-

HOM naToreHese pa3sutnA HXBI, He cBA3aHHOM UCKNOUYNTENBHO C Hannunem UP.

KJTKOUEBBIE CJTOBA: mopbudHoe oxupeHue; demu; gpakmop pocma ¢pubpobnacmos — 21; HXKbBIT; adu-

NOHeKMUH

.
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KNUHUYECKUIA CNYYAA GEOXPOMOLMTOMbI C CUHAPOMOM CUCTEMHOTO
BOCMAJIUTENIbHOIO OTBETA

M.M. lacnapsH, J1.C. Co3aeBa, C.C. Wknsaes, [I.H. BpoBuH, M.A. KapeBa
@rbY HMUL sHookpuHonoauu M3 P®, Mockea

BBEJAEHUE: OeoxpomoLnToMa — ropmMoHaibHO-aKTUBHAA OMyXonb 13 XpoMadOuHbIX KNeTok
HaZNOYeYHMKOB, KOTOpas CeKpeTmpyeT KaTexosnlaMuHbl. CekpeLuei KaTexonamMmrHOB OObACHAITCA
KAVHUYecKne nposasrieHna ¢eoxpomoLUToM B BUAE apTepuasbHON rmnepTeHsnn, Taxmkapanum, no-
TAMBOCTU 1 T.4. B peakux cnyyasax $beoxpoMounTOMbl MOTYT CEKPEeTMPOBaTb LIUTOKMHbI, TaKne Kak
N1, N6, ®HO-a. MoBbileHNE YPOBHA 3TUX LIUTOKMHOB MOXET NMPUBOAUTL K Pa3BUTUIO CUHAPOMA
CMCTEMHOro BOCManMTENbHOro OTBETA, ANA KOTOPOro XapakTepHO MOBbIlEHWE TemnepaTypbl Tena,
nosbiweHne C-peaktnBHoro 6enka (CPB), peakTBHbIN TPOMOOLMTO3 1 T.H. <@aHEMUA BOCNaNUTENb-
HOro oTBeTa».

OMUCAHUE KIIMHUYECKOTIO CJZTYYAA:

MauymeHTKa 15 net BnepBble obpaTniach 3a MeLULMHCKON MOMOLLbIO B CBA3W C MOCTOAAHHBIM MO-
BblLeHMEM TemnepaTypbl Tefla o CybdebpunbHbIX 3HaUeHUi, Apyrux *anob He npeabasnana. Mpu
nposeaeHnn Y3 obHapyxeHa onyXosb 1eBoro HagnoyeyHuka. Mo gaHHbiM MPT — 06bemMHOe KnCTo3-
HO-connaHoe obpa3oBaHMe NeBOro HaZNOYEYHMKA, pasMepamMm 73 X 76 X 70 Mm.

Mpu poobcnepoBaHun B HVMULL sHAOKpUHONOTMM B CYTOYHON MOuYe OBHapy»KeHO MOBbILEHUE
ypoBHA HopmeTaHedprHa (8000 MKr/cyT) npyv HOPMasbHOM YpoBHe MeTaHedpuHa (216 MKr/cyT).
Y nauueHTKM 6biMn 3adrKcmpoBaHbl 3nm3ofbl nosbiweHua Afl 4o 140/90 MM.PT.CT. U TaxvKapauu
A0 150 ya/muH. JononHuTenbHo nposeaeHa cumHTUrpadusa 1231 MIBG ¢ OO3KT-KT : obpasoBaHue B ne-
BOM HafiNnoYyeyHVKe MHTEHCMBHO Hakannuaano 1231 MIBG, apyrvx ouaroB HakomnaeHusi He 06Hapy»KeHo.
Y naumeHTKN Takxe Oblna BblABMEHA MMNOXPOMHAA MUKpoLUWTapHasa aHemua | cteneHmn (remMorno6uH
100-102 r/n) CO CHWKEHHBIM YPOBHEM »Kene3a, HOpMalibHbIM cofiepKaHriem peppuTuHa. MauymeHTka
6blna pe3ncTeHTHa K Tepanum NapeHTepanbHbIMK NpenapaTamMu enesa B COYETaHUN C PEKOMOUHAHT-
HbIM 3PUTPOMOSTMHOM. B aHanm3ax KpoBU OTMeYasncs BblpaXkeHHbI Tpombouutos (917x10° kn/n),
yckopeHue CO3 (119 mm/u) 1 nosbiweHne ypoBHA C-peakTBHOro 6enka (16.4 mMr/n) npu oTCyTCTBUAM
JaHHbIX 33 Hanmume MHOEKLMOHHOTO NpoLiecca.

YuntbiBan coueTaHue NOBbILEHUA TemnepaTypbl Tena [0 Cy6pebpunbHbIX 3HaUYeHUIA ¢ Hecneundu-
YeCcKMMU Npr3HaKamu BocnaneHus (Tpombouutos, nosbiweHne COD n CPB) 1 pe3ncTeHTHON K Tepanum
aHemuelt y naymeHTKn ¢ ¢eoxpomMoLMTOMON, BbII0 NPefNONOKEHO Hannye CMHAPOMa CUCTEMHOTO
BOCMAJIMTENIbHOIO OTBETA, KOTOPbI MOXET BO3HMKATb NPy NPOAYKLMI GEeoXpOMOLUTOMON LIUTOKMHOB
(nne, N1, ®HO-a). YposeHb W16 cooTBeTCTBOBaN HOPMAsbHbIM 3HAUYEHUAM, UCCNIeAOBaHNE APYTUX
LIUTOKMHOB He MPOBOANNOCH.

MaymneHTKe GblNa NpoBefeHa NEeBOCTOPOHHAA aApPEHaNIKTOMMA Noc/e nNpeaBapuTenbHON NOAro-
TOBKM Npenapatamu anbda- 1 6eTa-agpeHo610KaTopoB. B nocneonepauioHHOM nepuroge 0TMEYanocb
CHIKEHME YPOBHA HOopMeTaHedpUHA A0 HOPMAsbHbIX 3HAaUEHWIA, HOPManM3aumua TemnepaTypbl Tena,
CHIKEHMe ypoBHsA TpombouuTtos, CPB 1 CO3, noBblIweHNe YPOBHS remoriioburHa.

[lononHuTenbHO 6bINO NPOBeAEHO UcCnefoBaHMe MaHenu reHoB «DeoxpomoumTtomar» (EGLNT,
EGLN2, EPAS1, FH, H3F3A, HRAS, KIF1B, MAX, MDH2, MERTK, MET, NF1, RET, SDHA, SDHAF2, SDHB,
SDHC, SDHD, TMEM127, VHL) meToOM CEKBEHMPOBaHMUA CefyloLero NoKoNeHNA— MyTaunii He obHa-
py»eHo.

BbIBOAbl: Hamu onvcaH pepkuin cinydaii $eoxpoMOLIMTOMbI, CONMPOBOXAAIOLWENCA CUHAPOMOM
CUCTEMHOrO BOCMAnNMTENIbHOIo OTBETA, CBA3aHHOIO C ceKpeLmel onyxosnbto paaa umtokuHos (W11, U6,
®HO) c nocnenyioWMM HUBEIMPOBAHNEM CUMMNTOMOB U HOpManu3aumein cpefjHero o6bEMa spuTpoLn-
TOB, YPOBHeW reMorno6uHa n TPOMOOLMTOB MOC/E yAaNeHUsi OnyXOnu.

KJTKOHYEBBIE CJIOBA: eoxpomoyumoma, KamexosamuHsl, CUHOPOM CUCMEMHO20 80CNAIUMESbHO20
omaeema, yumokuHel, UJ16, UJ11, DHO-a
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AHANN3 ANMUBEMUNOJIOTUYECKUX I10KA§ATEJ1EI7I rTMNO®U3APHOIo HAHU3MA
B AETCKOU BO3PACTHOM TPYNNE XMAO-IOIPbl

A.B. Mmpuw, 3.A. AxmepoBa

bY BO XaHmesi-MaHculicko2o asmoHoMHo20 okpyza «Cypaymckuli 20cy0apcmeeHHbIl yHugepcumemy,
2. Cypeym

BBEAEHME: B HacTosiee Bpems, bnarogaps nporpamme «14 B3H», Bce getn ¢ runodusapHbim
HaHM3MOM obecrneyeHbl 3aMeCcTUTENbHOI Tepanueii 0Te4eCTBEHHbIM FOPMOHOM POCTa.

LIEJIb. JaTb AvHamMUYecKylo OLeHKY 3MMAEMUONOTMYECKNX NoKasaTenen B rpynne aeten 1 nog-
POCTKOB ¢ rMnodursapHbiM HaHn3Mom B XMAO-IOrpe 3a nepuog 2017-2021 r.

MATEPUAN N METObl. MeTogom onucaTtenibHOM CTaTUCTMKIN NPOBEAEH aHann3 snuaemMmmonoru-
YeCKMx noKasaTenel, xapakTepumsyowmx rpynmny geten 0-17 neT ¢ COMaTOTPOMHOWN HEAOCTaTOUHOCTbIO
(CTH) B XMAO-Orpe 3a nocnegHwue 5 net.

MpeameTom MccnefoBaHUA ABMAIOTCA CTaTUCTUYECKUE AaHHble MO rMnodusapHOMY HaHM3My
(TocynapcteeHHbI OepepanbHbii pernctp 14 B3H n popma N°12).

O6bekT nccnegoBaHus. [letn n nogpoctkn ¢ CTH 0-17 neT, npoXuBawowyx Ha Tepputopun
XMAO-Orpebi.

PE3YJIbTATblI UCCNIEAOBAHUA. pynna aeTel 1 NOAPOCTKOB C r’Mnodr3apHbIM HaHM3MOM OCTa-
€TCSl OTHOCUTESIbHO CTabUNbHOM Ha NPOTAXeHUn nocnegHux net. Ha 01.01.2021 r. 8 XMAO-IOrpe 3ape-
rmctpupoBaHo 75 nauueHtos ¢ CTH, 8 2020 r. — 76,8 20191. — 70,8 2018 . — 79,8 2017 . — 77 na-
LiMeHTOB. B cpaBHeHMM ¢ nokasaTtenAmu pacnpocTpaHeHHocTn no Poccunm (11,4 Ha 100 TbiC. fETCKOTO
HaceneHus) n Ypanbckomy OepepanbHomy okpyry (YP®O) (9,9 Ha 100 Tbic. A.H.) (01.01.19 r.), pacnpo-
CTpaHeHHOCTb AaHHOW MaTONOrN B OKPYre MOXHO pacLieHWTb, Kak BblCOKyl. PacnpocTpaHeHHOCTb
B 2017 r. coctaBuna: 15,8 Ha 100 TbicC. geTckoro HaceneHus, B 2018 r.— 18,7 Ha 100 TbiC. A.H., B 2019T. —
17,1 Ha 100 TbIC. A.H., B 2020 . — 16,9 Ha 100 TbIC. A.H., B 2021 .— 17,0 Ha 100 TbIC. AETCKOrO HaceneHuns.
2018 r. xapaKTepr30BaCcA CaMbIM BbICOKMM YPOBHEM PacnpOoCTPaHEHHOCTU U3yyaeMol NaToNorum.

3aboneBaemocTb B feTckol Bo3pacTHou rpynne B XMAO-Orpe Takxke pacLeHrnBaeTcs, KaK BblCO-
KanA: B 2017 r. coctaBuna 2,7 Ha 100 TbiC. geTckoro Hacenenus, B 2018 . — 3,3 Ha 100 TbiC. A.H., B 2019T. —
3,8 Ha 100 TbIC. A.H., B 2020 . — 3,6 Ha 100 TbIC. A.H., B 2021 r. — 3,7 Ha 100 TbIC. 4ETCKOrO HAaCeNeHuns.

OueHKa reHaepHbIX pasnuunii Nokasana, 4to B rpynmne nauyneHTos XMAO-IOrpbl TpagnLMOHHO npe-
ob6nagatoT manburkn: 70% 1 30 — ManbunKmn 1 1eBOYKN, COOTBETCTBEHHO.

CnepyeT OTMETUTb, YTO B CPefiHEM, AMArHOCTMKa rmnodr3apHOro HaH1M3Ma OCyLLECTBIAETCA OTHOCK-
Te/IbHO MO3AHO B AETCKO BO3PaCTHOW rpyre, YTo CBA3aHO, MPEeXAe BCero, C Mo3AHeln obpallaemMocTbio
naumeHToB. OfiHaKo, TpebyeTcA 60sbLuas HaCTOPOXKEHHOCTb Bpayell NepPBNYHOrO 3BeHa MO CBOEBPEMEH-
HOMY BblI€NIEHUIO FPYMMbl NALMEHTOB C HU3KMMM NOKa3aTeNAaMy pocTa. TpagULIMOHHO, BbICOKMI ypOBEHb
BbiABiAemocT CTH NpuxoguTca Ha LWKOJbHbIV BO3PACT, Ha CPeAHIO0 U CTapLuUyio BO3PacTHble rpymbl,
B CpaBHEeHUN C JOLLKOJIbHbIM Nepuoaom. Bnepsbie B 2020 r. KONMYECTBO feTel BbIABAEHHbIX C AVarHO30M
COMAaTOTPOMHOW HeJOCTaTOYHOCTM B BO3pacTe 7-11 neT NpeBbICMIO CTapLUyio BO3PacTHYIO rpynny.

HasHaueHue 3amecTVTeNbHO Tepanmmn ropMOHOM POCTa OCYLLEeCTBAALTCA MO TPAAULIMOHHbBIM CXe-
MaMm, B cpefHeM, u3 pacyeTa 0,033 mr/kr/cyT. Yncno geten, nonyvaolwmnx CTaHAapTHbIE JO3bl FOPMOHa
poCTa B OKpyre MeHblLLe, B CPaBHEHWM C TeMW, KOTOPble MOJTyYaloT Tepanuio C NpeBbllIeHneM TPaguLm-
OHHbIX pekomeHAauuit: 1: 1,3, 4To CBA3aHO C BbICOKMM yAe/bHbIM BECOM MaLNeHTOB CTapLUEro LKOJb-
HOro Bo3pacTa 1 X JOCTaTOYHO BbICOKMX MOKa3aTesei Maccbl Tena.

BbIBOJbl. [laHHble pacnpocTpaHeHHOCTH U 3abonieBaeMocTy rmnodrsapHbIM HaHM3MoM B XMA-
O-lOrpe npesbiwatoT cpeaHne nokasarenu no Poccuiickon Oegepaunm n YPOO. 3a nocnegHne 5 net
He rpynna nauyeHToB ¢ rmnopr3apHbIM HaHN3MOM OCTAaeTCA OTHOCKUTENIbHO MOCTOAHHOW. AHanm3 anu-
AEMMONIOTMYECKIX NoKasaTtenel Mo3BoAT NPOrHO3NPOoBaThb 1 3$HEKTUBHO NCMONb30BaTb CPEACTBa,
BbleNiAemMble 1A leYeHna AaHHOW nauyeHToB. TpebyeTca ynyuylleHne paHHen AnarHoCTKN runodu-
3apHOro HaHV3Ma CpeAun AeTell AOLKOIbHOIO BO3pacTa, YTO NO3BOIMT 06eCneynTb JlyyLumnii pocToBON
NPOrHO3 NaLneHTOoB 1 Yy4llNTb COLManbHyIo aganTauuio AeTei.

.

12-13 viong 2021 1.

117



CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

CUHAPOM OJIFPOYBA: NMEPBbIA KIIMHUYECKUIA CNYYAA B PECNYBNKE
AATECTAH

H.A. loHuapoBa?, U.b..KocTpoga', A.3. ConTaxaHoBa', K.M.H. 3.M. ContaxaHos'
'®rbOY BO «[JazecmaHckuli 2ocydapcmeaeHHeil MeOuyuHckul yHugepcumem» MuH3dpasa Poccuu,

Maxa4kana
2QrbY «3HOoKpuUHONO2UYecKUl HayYHbIl yeHmp» MuH3dpasa Poccuu, Mockea

BBEAEHUE. Cunapom Onrpoysa (CO) (Syndrome Allgrove, cuHapom «AAA») — pefikoe ayTocom-
HO-peLieccuBHOe 3aboneBaHue, obycnosneHHoe MyTauuamu B reHe AAAS. Kpome anakpumuu, axana-
3UM KapAuv NueBofa U aaancoHr3Ma, abbpesmatypa AAA, Npu AaHHOM 3ab0oneBaHNN XapaKTepHbl
HeBpoJIormyeckre paccTponcTaa.

KINUHWYECKWUIA CNTYYA. [lesouka 8 neT, Mo HaLyIoHanbHOCTM lauka, POaVnach OT 6N3KopOACTBEH-
Horo 6paka (poauTenu aBoopoaHble 6paT 1 cecTpa). PebeHoK OT 2 6epemMeHHOCTU, NpoTeKaBLLel Ha GpoHe
recrosa, 1 2 pofoB. Poaibl B CPOK C TPOVHbIM 06BMTMEM MyMOBUHbI, € Becom 3000 rp., poctom 51 cm. MNep-
Bble 6epeMeHHOCTb 1 POAbI 3aKOHUMNCh B CPOK B1arononyyHo, ogHako B Bo3pacTte 4 Mmec. pebeHOK ymep,
Ha oHe nNporpeccrpyloLero CENTUYECKOro npouecca. Y Halle naumeHTKN nepsble KNMHWYecKue npo-
ABNEHNA B BULE HEBPOJSIOMMYECKMX PacCTPOCTB MPOrpeccmpoBany ¢ poxaeHus. K rogosanomy Bo3pacty
OoTMeyvanach 3agepka NCUXOMOTOPHOIO Pa3BUTKA, CUMITOM «CyXOro rna3ax. K 5 rogam noasBmamncb nprsHa-
KV NepPBUYHON HaAMNOYEYHMKOBOW HEAOCTAaTOYHOCTY (MOTEMHEHME KOXKHbIX MOKPOBOB, HOTTEBbIX danaHr,
NpUCTpacT1e K CONeHo nuule). B 3Tom e Bo3pacTe CTanu BblpaXKeHHbIMM Ancdarus, gucnencuyeckne
ABNEHNsA, Kapuiec 3y6oB. Bnepsble B otaeneHve sHgokpuHonorum [1IPKb pebeHOK rocnutanusnpoBaH B Mae
2016 r. Mpy rocnrTany3aLmm >anobbl Ha NOTEMHEHME KOXHbIX CKNTAZOK, CNaboCTb, MpUCTpacTe ConeHom
nuLle, 3aaepP>KKy NCUXOMOTOPHOrO Pas3BUTKA, AnCnencuyeckue AeneHus, aucdarnio. CoctoaHre no poay
3aboeBaHWA TAXenoe. KoXkHble MOKPOBbl TEMHO-OPOH30BOIO OTTEHKA, MMMNEePNMrMmeHTaLys B 061acTy NoK-
Tel, H13Kaa Macca Tena (MMT=13,4 kr/m? SDSumT=-1,93), pocT 129 cm, SDSpocTa=-0,61. ALl 80/50 Mm pT.CT,
Taxvkapava 110 B muH. C nepurogamu sKkcTpacuctonmu. Mpwv nanbnauymn 6powHoN CTeHKN 601e3HeHHOCTb
B 3NMracTp1m 1 No XoAay TONICTOrO KuLieyHmka. CTyn HeycTonums. OTMeyaeTca peLmanBmpyIoLLni Kapmec,
paspyLueHre 3y6Ho smanu. MNonosoe pasButrie no TaHHepy |. Mpn KOHCynbTaLumMn HeBponaTonora — 3a-
JlepXKKa MNCrxXopeyeBoro pas3BuTs, pesuayanbHas SHUedanonaTrisi, CUHAPOM BUCLEpanbHbIX AUCOYHKLNN
Mo CMeLIaHHOMY TWMY, PacCTPONCTBO MOBeAEeHMA, MO ayTUCTUYECKOMY TUMY. KOHCynbTauma oKynmncrta —
anakpymus, rurnepmeTponusa caboii cteneHn. YposeHb KopTusona B 8 4 ytpa — 4,1 Hmonb/n, AKTI —
6268,0 nr/mn. PeHnHOBaA akTMBHOCTb Mnasmbl — 0,84 Hr/mn/vyac. brioxmumua kposu: K+ — 4 mmonb/n,
Na+ — 137 mmonb/n. MposeaeHa prbporacTpopyofeHOCKONMA — axanasusa NULLIEBoga, SPO3MBHbI Oynb-
6WT, XPOHWYECKMNIA FacTPUT, yOfEeHO-TacTpanbHbI pediuioKc. YunTbiBas »anobbl, aHaMHe3, KNHUYecKkue
Npu3HaKK, pe3ynbTaTbl 1a6oPaTOPHOro U MHCTPYMEHTANbHOIO MCCIefoBaHNA 3anofo3peH cuHapom On-
rpoysa. C cornacus poguteneii 26.06.2016 r. npoBeAeHO MONEKYNAPHO-TEHETNYECKOe UcCcneaoBaHme (na-
Henb custom Ampliseg_ADR_ELECTR; Bbicokonpou3ssoauTtenibHoe napasnesibHoe cekBeHMpoBaHue). bbina
BblsiBNIeHa roMo3urotHas myTaumsa c43C>A p.Q15K B reHe AAA (MIM#605378, pedepeHcHasa nocnefoBa-
TenHoctb: NM_015665). [laHHaa MyTauma 13BeCTHa U onrcaHa npu cungpome OnrpoyBa. YCTaHOBMEH Ana-
rHo3 cuHapom Onrpoysa. HazHaueHa 3amecTuTenbHas Tepanus rmiokokopTikoungamu. CumntomaTnyeckas
Tepanua CMMMTOMa «Cyxoro rna3ay. CoctofiHue Ha poHe foTaLMM MOBaPEHHO COMbLO, CUMMTOMATNYECKON
1 3aMeCTUTeNbHON Tepanum rokoKopTrkomaamn (rmapoKopTu3oH — 20 Mr/cyT) yAOBNEeTBOPUTENIbHOE.

O6cyxpeHne. CuHapom Onrpoysa-3T0 MyNbTUCUCTEMHOE 3aboneBaHUe C Knaccuyeckoi Tprafomn
anakpyMmm, axanasnmn 1 HagMnoYeUHNKOBOWM HeJOCTaTOYHOCTbIO, KOTOPbIe MNOCTENEHHO MPOFPECCUpPYIOT.
[laHHbI CHAPOM Y HEKOTOPbIX MALMEHTOB MOXET NPOABATLCA Ha NEepBbIX 3Tanax B BUAE HEBPOOTU-
YecKoW MaTosorn TaKoW, Kak CEHCOPHbIe W ABUraTesbHble HapyLUEeHWA, CUPUHIOMUENK, [13apTpun,
aucdaruu, nanatopapuHreanbHbiX HapyLLEHWI, aTakCK, AUCTaNbHOW CMUHANbHON MbllLeYHOW aTpodum.

KJIIOYEBBIE CJIOBA: cuHOpom Onepoysa, cuHOpom mpu d, cuHOpom AAA, axanasus, anakpumus, aouco-
HU3M, XpOHUYecKas Hadnoye4HUKo8ds He0oOCMAamo4YHOCMb
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CTPYKTYPA BHAOIU(PI/IHHOW MATOJNIOMUU CPEQU BETEN APKTUMECKUNX
PAVOHOB PECMYBJINKU CAXA (AKYTUA)

H.A. aHunos', M.E. Huknéoposa? T.E. Bypuesa®
'T6Y PC(f]) «Akymckas 2opo0ckas 6onbHuya No2»
2[AY PC(Al) «PecnybnukaHckas 6oneHuya N°1 — HayuoHansHbIl yeHmp meOuyuHb!»
3OIBHY «fkymckuli Hay4HbIl YyeHmp KOMNeKCHbIX MeOUYUHCKUX npobiem»

AKTYAJIbHOCTb. SHaoKpuHonormyeckme 3aboneBaHnaA ABNAIOTCA BECbMa PacnpoCTPaHEHHbIMN
cpeav petckou nonynaumm B Poccun. Hanbonee yacto BCTPeUaOWMMNCA 13 HUX ABNAIOTCA N36bITOY-
HasA Macca Tena, oXnpeHue, 3aboneBaHNA LWMTOBMAHON Xene3bl, BbI3BaHHble AeduLuTom nofa. Ocobbiii
WHTepec NpeacTaBAAeT PacnpPOCTPAHEHHOCTb SHAOKPUHHOW NaToNorum cpeamn AeTei, NPOXMBaIoLLMNX
B apKTUYECKIX PernmoHax, NOCKONbKY NX OTAASIEHHOE PacroNoXeHne, OTCYTCTBME CMELNanmncToB Ha Me-
cTax 1 06pa3 XM3HK, NPOXKMBAIOLLMX TaM AeTel MPUBHOCAT CBOM KOPPEKTVBbI B pa3BUTME, pacnpocTpa-
HEeHHOCTb, IMarHOCTUKY 1 NleyeHne JaHHbIX 3aboneBaHun.

LLEJIb: 13yunTb CTPYKTYpPY SHAOKPUHHOWN NaToONOrMmn Cpean aeTen apKTnyeckoro pernoHa Poccum
Caxa.

MATEPUAJIbI U METObI. B pamkax Bble3HbIX KOMaHANPOBOK Bpayeri—CneLnanncToB AeTCKUM
SHOKPUHOMOIOM GblI OCMOTPEHbI AeTY BO3PacToM OT 2 Ao 17 neT u3 bynyHckoro u XuraHckoro my-
HMUMNanbHbIX parioHoB Pecny6nuku Caxa (AKyTua). B oblem uncne 6bino ocmMoTpeHo 547 peTein pas-
JINYHBIX BO3PACTOB.

PE3YJIbTATbI. Mo bynyHcKomy paiioHy 6bino ocMOTpeHo 272 pebeHKa, U3 KoTopbix 170 manb-
umkoB 1 102 feBouKK, y 61 pebeHKa 6bina BbifBNEHa SHAOKPUHOMNOIMYECKan NaToNornis, U3 KOTOPbIX
32 cnyyan — u36bITOYHaA Macca Tena 1 oXupeHne; 17 ciyyaeB SHAEMUYECKOTO 300a; 6 CllyyaeB HK3-
KOpOCNOCTY; 2 Cnyyas caxapHoro Avabeta 1 Tuna (BbiABNEH paHee); 3 clyyas 3aep>KKu NONOBOro pas-
BuTUA. Mo MuraHckomy parioHy 6b110 OCMOTPeHO 275 fieTeld, U3 KoTopbixX 147 feBouek, 128 ManbunKos.
SHAOKPVHHAaA naTonorua 6bina BbiABieHa Y 35 aeteit. U3 HYx: 36bITOUHAA Macca Tena U OXKUpeHme —
31 cnyuvait; 6 cnyyaeB sHAeMMYECKoro 306a; 4 ciyyas HU3KOPOCocTy; 1 cnyvaii npeXxaeBpeMeHHOro
MoJsI0BOro PasBuTXSA; 1 Clyyal BbICOKOPOCIOCTY.

Kak mokasbiBaloT pe3ynbTaTbl MeAVLIMHCKMX OCMOTPOB, pacnpefeneHe SHAOKPMHOMOrMYecKon
naToNornv B AaHHbIX PaioHax B LeIOM COOTBETCTBYET TOMY, KOTOPOe MMeeT MecTo B cpefHem no Poc-
cuiickon Oefepaummn. Hanbonee yacto BCTpeyaroLenca natonorven AaBnaeTca n3bbiTouHaa Macca Tena
N OXmpeHne — 65.63% OT obLiero ymcna BbIABNEHHOW SHAOKPUHHOWM NATOMOrMK, Ha BTOPOM MecTe
naeT sHaemMmyecknii 306 — 23.96%, HM3KOPOCNOCTb bbina BbiABNneHa B 10.42% cnyyaes, 3agepxKa rno-
NOBOro Pa3BUTUA NMeeT MecTo Y 3.13% ob6cneaoBaHHbIX AeTel.

BbIBOAbl.

MpaKTnyeckn Kaxaplii NATHIN peGeHOK U3 Yncia 06CIeA0BaHHbIX UMEET SHLOKPUHHYIO NaToNoruio.

2. bonbluyto 4acTb SHAOKPVHHOW NATONOMM COCTaBAAET U3ObITOUHAA Macca Tesla u OXnpeHue.

3. Bblcokasa pacnpocTpaHeHHOCTb SHAEMUYECKOro 306a ABNAETCA oXmaaeMol B NogoaednLUTHOM
pervoxe.

4. Hwv3kopocnocTb 1 3agepxKa MosoBOro PasBUTUA, BEPOATHO, CBA3aHbl C KOHCTUTYLMOHANIbHbIMMN

N STHUYECKMMUN OCOBEHHOCTAMY NPOXMBAIOLLErO B JaHHbIX PaloHax HaceneHnsa.

_
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

OCOBEHHOCTU 3YBOYE/IIOCTHOM CUCTEMbI Y IETEM C COMATOTPOMHOM
HEJJOCTATOYHOCTbIO

M.C. TyaeBa', O.A. inaHos'?, C.A. YnbaHoBckKas', E.C. ly6poBcKasn?

'®OrbOY BO «Tgepckoli 2ocydapcmeeHHbili MeOUYUHCKUU yHusepcumem» MuH30pasa Poccuu, 2. Teeps
2[bY3 Teepckoli obnacmu «KnuHu4eckas 0emckas 6oabHUYa No2», 2. Teepb

BBEAEHME: MNaTonorus 3y6oB HabnogaeTcss Npyv MHOMUX SHAOKPUHHbIX 3aboneBaHusax. OgHaKo,
OYeHb YacTo, 3MEHEHNA NPV SHAOKPMHOMATUAX HOCAT CeLMprUecKmnii xapakTep.

LLEN1b: onpepenntb KNMHUKO-MOPdONornyeckne oCobeHHOCTV 3y60UentoCTHON CMCTEMb Y feTel
C COMaTOTPOMHOW HeAOCTaTOYHOCTbIO.

MATEPUAJT U METOAbI: npoBeaeHo obcnepoBaHme 35 NaUMEHTOB C COMATOTPOMHOWM HeAOCTa-
TOYHOCTbIO B BO3pacTe oT 8 Ao 17 neT, Habnogaowmxcs B JHAOKpUHonornyeckom LeHtpe MbY3 Teep-
ckoin obnactu «<K[1b N22». [ToMMMO KNMHMKO-aHaMHECTUYECKOro MeTOAa NPUMEHANCA GUOMETPUYECKII
MeTof, BKJTI0UaloLLMi B Ce6A 13yyeHre AnarHoCTUYeCKUX mogenen Yentocteit. poBoauncs aHanus pas-
BUTVA 3y60B, CPOKOB X MPOpPe3blBaHUA, HAIMUKA CKYYEHHOCTW, BbiABNIEHME aHOManum Gopmbl 1 Mono-
XeHuA 3y60oB. [laHHble 06paboTaHbl MeTofamMn HernapameTpUYecKo CTaTUCTUKM.

PE3VJIbTATDbI: Mpu n3yyeHnn coctoaHmA 3y60UentoCTHOM CUCTEMbI Y MaLMEHTOB C COMATOTPOM-
HOW He[JOCTaTOYHOCTbIO OTMEYANIOCh: CKYUYEHHOCTb 3y60B BcTpeyanach B 90% cilyyaes, NO3AHAA CMeHa
3y60B — B 70%, Hannuve ANCTanbHOro nprkyca — B 60%, ry6oKuin npukyc — B 40%, NpsMoi NPUKyC
Habnopanca y 30% obcneayemblx, OPTOFHAaTUYECKU NPUKYC — Yy 20% NauneHTOB NOC/e OPTOLOHTY-
YecKoro fieyeHus. BblIABnAnMCb aHOManMm NonoXeHus 3y60B: Hannue OfHOro LieHTpanbHOro pesua
Ha BEpXHeli YenlCTy, SKTonnyeckoe npopesbiBaHne 3y60B, Hannume Tpem 1 guactem, TpaHCIoKaLma
3y60B, TOPTOAHOMaNUW, MPOTPY3UA PE3LIOB Ha BEPXHEW 1 HVKHEN YeNoCTAX, BeCTUOYNAPHOEe Nonoxe-
HVe BEPXHUX KIIbIKOB; aHoManmu Gopmbl 3y6HbIX papoB: V-obpasHbii 3ybHon pag. Mpu nposeaeHun
aHanv3a AmarHocTnyecknx mogenei no metoay MoHa-JInHaepa-Xapta oTMeyanoch cyxeHue 3y6OHbIX
Ayr B TpaHCBep3a/ibHOM HarpaB/ieHUN Ha BEPXHMX U HUXKHUX YeSTIoCTAX.

BbIBOAbl: y netel c coMaTOTPOMNHOWM HELOCTAaTOYHOCTHIO MPUCYTCTBYET PAA KIIMHMKO-Mopdosno-
TMYECKNX OCOBEHHOCTEN YEeNIIOCTHO-TNLIEBO OONACTU: CHXKEHME BbICOTbI HVXKHEN TPeTW Nnua, nosp-
Hee npopesbiBaHWe 3y60B, yMeHbLLIEHNE Pa3MepOB YENOCTeN, CKYYeHHOCTb 3y60B, BbICOKaA YacToTa
BCTPEYaEMOCTU ANCTaANIbHOTO NMPUKYCa, YTO TpebyeT OPTOAOHTNYECKON peabunutauum.
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onbIT NCNOJIb30OBAHUA HU3KUX 403 3CTPOrEHA B JIEYMEHM AEBOYEK
CCUMHAPOMOM LUEPELLEBCKOIO-TEPHEPA B JOMNMYBEPTATHOM NEPUOAE
ANAPOCTOBOIO MPOrHO3A

O.A. naHos'?, C.B. lLlanamoBa?

'TbY3 Teepckol obnacmu «KnuHuyeckas demckas 6oneHUUa N22», 2. Teeps
2Qrb0Y BO «Tgepckol 2ocydapcmeeHHbIl MeOuyUHCKUU yHusepcumem» MuH30pasa Poccuu, 2. Teeps

AKTYAJIbHOCTb: cuHgpom Llepelwesckoro-TepHepa (CLUT) BcTpeyaetca ¢ vactoTton
1:2000-1:2500 HOBOpOXAEHHbIX feBoueK. B 95-100% cnyyaeB y naumeHTok ¢ CLUT HabntopaeTca BHY-
TpUyTpobHas 3afepxKa PoCTa, HM3Kaa CKOPOCTb POoCTa mocsie 3 NeT, OTCYTCTBUE POCTOBOrO CKauka
B nybepTaTHOM BO3pacTe.

LIEJIb UCCNEAQOBAHUA: cpaBHUTb 3PEKTUBHOCTb KOMOVMHNUPOBAHHON Tepanuy PEKOMOVHaHT-
HbIM ropMoHOM pocTa (pl'P) (PacTaH) 1 HU3KKX fo3 3cTporeHa (MporrvHoea) ¢ MoHoTepanuein pl'P cpean
[eBoueK ¢ cruHapomom LLlepelueBckoro-TepHepa B yfyylleHM POCTOBOFO NPOrHo3a.

MATEPUAJIbl U METOJbI: B ccnefoBaHme 6binv BKNOUYEHbI 14 NaUMEHTOK C NOATBEPKAEHHbBIM
aunarHosom CLUT. Miccnepyemble 6binv pasgeneHbl Ha 2 rpynnbl: 1-A rpynna — KOMOVHUPOBaHHaA Tepa-
nua pl'P ¢ HU3KMMK [o3amMu ScTporeHa (n=7), 2-A rpynna — MoHoTtepanua plP (n=7). SddeKTMBHOCTL
Tepanum oueHMBanacb Ha OCHOBAHUWN M3MeHeHUA KoddduLMeHTa CTaHAAPTHOIO OTK/IOHEHUA PoCTa
(Standard Deviation Score — SDS). [ins cpaBHeHUs 3GPEKTUBHOCTN N OLIEHKN [JOCTOBEPHOCTN UCMONb-
30BasCA HenapameTpuuckuin koadpouumeHTt Cnnpmana (p<0.05).

PE3YJIbTATbI: cpepHuii Bo3pacT Hauyana neveHua plp 6bin 8,6+0,9 ner B obemx rpynnax,
Ho B 1-11 rpynne oH coctaBun 10,0+0,7 ner, a Bo 2-i rpynne — 7,520,7 net (p<0,05). Mpwn 3ToM cpenHuii
SDS pocTta Ha MOMEHT Havana neyeHus B 1- rpynne coctasmun — 2,5+0,3, Bo 2-i1 rpynne — -2,8+0,3
(p>0,05), uTO fANO BO3MOXHOCTb MPOBEAEHUA CPaBHEHWA pe3ynbTaToB feveHnsa. CpeaHun Bo3pacT
Hauana neyeHuna actTporeHom B 1-1 rpynne coctasun 11,4 + 0,8 net, KOCTHbIN Bo3pacT — 10,2+0,6. MNpwn
3ToM cpepHuin SDS pocTa nepep Havanom neveHuns coctasun — 2,5+0,4, a cpepHee ysennyeHne SDS
pocTa 3a 6 MeC 10 Ha3HauYeHUA HU3KMX 403 3cTporeHa 6bino 0,08+0. CpefHee yBennueHne SDS pocTa
3a 6 Mmec cpeau naymeHTok 1-1 rpynnbl coctaBuno 0,2+0,0, a cpegHee yBennyeHune SDS pocTa 3a 6 mec
cpeav naumeHTokK 2-1 rpynnbl — 0.035+0,0 (p<0,01).

BbIBOJbl: KoMOVHMpPOBaHHas Tepanna PEKOMOVHAHTHBIM FTOPMOHOM POCTa C HU3KMMK [03aMK
3CTpOreHa AOCTOBEPHO 6oblUe yBeIMUMBAET POCT NaLMEHTOK C cMHAPOoMoMm LepelueBckoro-TepHepa
B CPaBHEHMWN C MOHOTEpanueil, YTo NO3BONAET FOBOPUTL 06 YyULIEHNY COLMANbHOW aganTaumm 1 Ka-
YecTBa XKM3HU NALNEHTOK 1 UX ceMel.

KJIIOYEBBIE CJIOBA: sHOOKpuHOnamuu y degouek, cuHOpom Lllepewiesckozo-TepHepa, 20pMOH pocma,
3CcmpazeHsl.

12-13 viong 2021 1. 121



CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

KNMHUYECKUIA NOSIMMOP®U3M JEBIOTA X-CLIEMJIEHHOM
ALPEHONENKOAUCTPOOUU (X-ANJ)

C.P. EHukeeBa', M.B. KypkuHa?, M.A. Kapesa', E.M. Opnosa', E.B. Caiipynnuna3, C.B. Muxainosa®,
E.l0. 3axapoBa?, B.A. leTtepKkoBa'
'OrbY «<HayuoHaneHwil MeduyuHcKul ucciedosamesnbckuli yeHmp 3HOOKpuHoao2uu» MuH3opasa
Poccuu, Mockea, Poccus
2QrbHY «Meduko-eeHemuuecKkuli Hay4Hbll UeHmMp umeHu akademuka H.IM. boukosa», Mockea, Poccus
3Qrb0Y BO «bawkupckuli 2ocydapcmaeHHbil MeOuyuHckul yHugepcumem» MuHadpasa Poccuu, Yea,
Poccusa
“@rbY «Poccutickas 0emckas KauHuveckas 6oneHuya» Muxsopasa Poccuu, Mockea, Poccus

LLEJIb. MNpoaHann3mpoBaTb KNMHNYECKME BapUaHTbl MaHubecTaumm X-AN[

MATEPUAJIbI U METO[bI. PeTpocneKkTMBHas OUeHKa KIUHWYECKOW KapTWHbl MaHudecTauum
3aboneBaHNA y NaUMEHTOB C reHeTUYeCKN NoATBepKAeHHbIM AnarHozom X-AJ1[l. MonekynapHo-reHe-
TUYECKUI aHANM3 NPoBOAWNCA B NabopaTopun HacnefCcTBeHHbIX 6onesHelt obmeHa MIHL, um. akag,.
H.MN. boykoBa MeTOAOM NPAMOro aBTOMaTUYECKOro ceKBeHMpoBaHua reHa ABCD1.

PE3YJIbTATbI. B uccnepgoBaHue 66111 BKAOYEHDI NAauMeHTbl (N=81) ¢ reHeTUYeCKN NOATBEPKAEH-
HbIM MAarHo30M X-CLenfieHHOW afpeHonenkoanuctpodum, cpeamn KoTopbix AebroT 3aboneBaHus ¢ He-
BPOJSIOrMYECKMX CMMNTOMOB BbifiBieH Y 34 yenoek (42,0%), C HaANOYEYHNKOBOW HE[OCTaTOYHOCTH
y 35 yenoBek (43,2%). 11 naumeHTam (13,6%) 6€3 KNMHNYECKNX CUMMNTOMOB 60ne3Hun guarHo3 X-AJ1[
6bln YCTaHOBJIEH MO pe3y/bTaTaM CeMeHOro CKPYHUHIA, y OfHOro nauuneHTa (1,2%) BapuaHT maHude-
CTaLMn Hen3BeCTeH.

MegnaHa Bo3pacta MaHudecTaumm HaAMNOYEYHUKOBOW HefoCTaTOYHOCTM cocTaBuna 6,0 net
[3,75; 9,51, maHnbecTaumsa C HEBPONOTMYECKX CUMMTOMOB OTMevaeTcs B cpeaHem B 7,0 net [6,0; 14,0].
Paznuuuna ctatuctmyeckm s3Hauumsl (p=0,008).

Cpegnu Bcex 06cnefoBaHHbIX NauneHToB y 63 6blia ycTaHoBNeHa LepebpanbHaa dopma 3abo-
nesaHua (WANL), y 13 — agpeHomuenoHenponatua (AMM) 1 y 5 nauneHTOB — M30NMpPOBaHHadA
HagnoyeyHnKoBaa HepocTatoyHoCcTb (XHH). Bo3pacT maHudecTaymm 3abonesaHna BapbupoBan
ot 0 po 37 net: gna uANAd (meguana — 7,0 net [5,0; 9,0]), ana AMIN — 13,0 net [15,0; 24,0], ana
XHH — 5,0 net [3,0; 5,5]. Mo pe3ynbtatam nogcyeTa Kputepra MaHHa-YUTHU — pasnuuua ctatu-
CTUYECKMN HE3HAYNMDbI.

B rpynne nauneHToB ¢ LuepebpanbHoin dopmoit X-AJ1[ (n=63) y 30 uenoBek (47,6%) 3abonesaHune
MaHU$eCTUPOBaNo C HEBPOMOTMYECKNX CUMMTOMOB, Y 26 YenoBek (41,3%) nepBon pa3Bunacb KAMHU-
Ka HaiNOYeYHNKOBOW He[OCTaTOUHOCTH, Y 6 NaumeHToB (9,5%) AnarHo3 6bin yCTaHOBMIEH HA JOKINHU-
yeckol CTaguv Mo pesynbTaTamM reHeTUYeCKoro NCCefoBaHNA B CBA3U C BbisiBIeHMEM 3aboneBaHuns
Y POACTBEHHMKOB, Y OfjHOrO MauueHTa (1,6%) BapnaHT MaHndecTaummn HemsBecTeH. V13 30 naumeHToB,
06cnefoBaHHbIX NEPBUYHO MO NMOBOAY HEBPONOrMUECKON CMMITOMATHKY, y 9 (30%) BnocneacTsuy pas-
BUSIaCb KIVHUKA HagnoyeyHmKoBoln HepgoctatouHoctv (HH). CpefHuin cpok oT maHudecTauum 3a6o-
neBaHuA Ao npucoeanHeHna HH (onpepenanock no Hayany roKOKOPTUKOUAHOW Tepanuu) cocTaBun
7,5 mec [1,0; 12,0]. Cpean 26 yenoBek 06cnefoBaHHbIX MEPBMYHO MO MOBOAY Pa3BUTUA KIMHWKM HH,
NprcoeanHeHNe NopaxXeHna HepPBHOWM CUCTEMbI Pa3BUIIOCh B cpefjHeM Yepes 36 mec [12,75; 57,0], ca-
MO€e MO3JHee NPUCOeANHEHNE CUMNTOMOB MOPAXKEHNA HEPBHOWN CUCTEMbBI OTMEYanochb yepes 31 rog
nocne ge6iota HH.

Cpefn nauueHToB C afpeHoMmenoHeiponatueit (n=13), y 5 yenosek (38,4%) noBofom ans obpa-
LeHWsA NOCNYXWa AMarHOCTNKa 3aboneBaHns y poACTBEHHNKOB. Y 4 yenosek (30,8%) 3aboneBaHune
MaHNbeCTPOBaNo HEBPOJIOMMYECKMMI CUMIMTOMaMK, B PaBHOM NMPOLEHTe CllyyaeB 3aboneBaHne mMa-
H1eCcTUPOBano C HaANOYEYHUKOBOW HeAOCTaTOUHOCTU. B Llenom no faHHonm rpynne HH gruarHoctupo-
BaHa y 10 nauyuneHToB (76,9%). Bozpact maHndectaummn HH B rpynne c agpeHoMunenoHenponatuein 6oin
CTapLue Mo cpaBHeHNIO ¢ Bo3pacTom febtota HH B rpynne nauueHToB ¢ LepebpanbHol popmoi (8,5 net
[4,25; 13,0] ana AMIT; 6,0 net [4,25; 8,75] ans uANA).
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MWHWCTEPCTBO LM u‘ a L) n Accoumayms
3APABOOXEAHEHWA BeHHast OpraHu3aILs 'I SHAOKPWHO/IOr 0B
POCCHIACKOM ®EREPALUMM  (DTBY «HMULL 3HAOKPUHONOMMMY o cemiickas ACCOLMA LIS \ CawkT-lNeTepbypra
Mm@upasa Poccuun 9HJOKPUHOJIOTOB

BbIBOAbl. MaHudectaunsa X-cuenneHHon agpeHonenkoamnctpodun B paBHOM NpoLeHTe ciyda-
eB HabJloAaeTCA Kak C HaANOYeYHNKOBOW HEJOCTaTOYHOCTU, TaK 1 C HEBPOJIOrMYECKON CUMMTOMATUKN
BHE 3aBMCMMOCTY OT pOpMbl 3aboneBaHNA. BbiABNeHO, UTO Ae6I0T HAANOYEUHNKOBOI HEAOCTAaTOUHOCTY
XapakTepusyeTtca 6onee paHHUM HayaaoM, ¥ NMPUCOeAUHEHVE HAAMOYEYHUKOBON HEAOCTaTOYHOCTM
y naumeHToB ¢ nopaxeHviem LIHC nponcxonut B 6onee KOPOTKUE CPOKM, UTO ANKTYET HEOOXOANMOCTb
4acTOro MOHUTOPVPOBAHUA FOPMOHaNbHbIX NOKa3aTenen y nayneHTos ¢ X-AJ1[.

KJItOYEBBIE CJTIOBA: X-AJ1[], HaOno4e4yHuUKo8as HeOOCMAMOYHOCMb, UepebpanbHas opmd, adpeHoMU-
esloHeliponamus

.
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

NPEXXAEBPEMEHHOE MOJIOBOE PA3BUTUE, FUOHAFI,OTvPOI'II/IH3AB|/ICI/IMbII7I
BAPUAHT (KNNHUYECKWUIN CNYYAN)

0.0. 3apunoBa
KasaHckuti 2ocydapcmeeHHbil MeduyuHcKul yHugepcumem, KasaHo

MpexpeBpemeHHoe nonosoe passutue (MMP) — 3To noABNeHNe BTOPUYHbIX NMOMOBbIX NPU3HAKOB
y fieBoYeK 0 8 neT 1y ManbynKkos [0 9 neT.

AKTYAJIbHOCTb: B nocnegHvie rogpl Habniopaetca yBennyeHve yncna nayneHTos ¢ MNP, 8 Tom
yncne roHafoTPONUH3aBUCMMON GOPMOI AaHHOW NaTonorun. PaHHAA AMarHOCTUKa 1 CBOEBPEMEHHO
HauaTas Tepanusa no3BonAeT n3bexartb Takux ocnoxHeHui MNP, Kak HU3KOPOCNOCTb (pe3ynbTaT Npex-
[AEeBPEeMEeHHOr0 3aKpbITUA 30H POCTa TPybuaTbix KOCTel), AMCINacTMYecKoe TenocsioxeHne (KopoTkmne
KOHEYHOCTW, AJIHHOE TYNOBULLE, LWWNPOKUIA Ta3), PaHHAA CEKCYaNlbHOCTb, HAaBA3UMBOCTb, HapyLUeHne
penpoayKTMBHON GYHKLMW.

OMUCAHUE KNIMHUYECKOIO CJIYYAA: aemMOHCTpauma KAMHUYECKOro ciyyad nauneHTKu
¢ ueHTtpanbHon ¢opmon MIMP. MauymeHtka M., 11 neT 11 mec., NOCTynuAa B NIaHOBOM MopALKe B OT-
faenenue sHpokpuHonorun FAY3 OPKB M3 PT gna koHTponsa 3dbeKTMBHOCTM neyeHns. M3 aHamHe3sa:
HabnopgaeTca sHAOKpUHoNoramm ¢ 10 Mec, Korfa Bnepsble poguTenn obpaTMnnch ¢ xanobamm Ha yse-
NNYEHNE MOJIOYHBIX XKene3 (C POXKAEHUA), KPOBAHNCTbIE BbiAENEHUA U3 MONOBbIX MyTEN eXemMeCAUYHO,
NPOAOIIKUTENIbHOCTbIO 6 AHeEN (C 5,5 Mec), ycKopeHue TemnoB pocTa.

B pe3ynbrate npoBeAeHHbIx obcnenoBaHuin (nonosas ¢opmyna no TaHHepy: Ma3 P2 Ax2 Me
¢ 5,5 Mec, perynapHble; KOCTHbIV BO3pacT COOTBETCTBYET 2 rofjam; NoNoXuTenbHas npoba ¢ gudepenu-
HOM; Hannure o6beMHOro ob6pasoBaHmMA CynpacennapHon 06nacT) BbictaBneH guarHos: «MMP, roHa-
[OTPONMH3aBNCUMBIN BapuaHT. PeTpocennsapHoe obpasoBaHue ((Muroma runotanamyca?)». HasHaueHo
neyvenwue: TpuntopenuH 1,875 mr n/k 1 pas B 28 gHel.

B 2 ropa 4 mec poanTteny camoCTOATENbHO NPeKpaTUAM Nprem npenapata Ha 4 mec, B pesynbTaTte
4yero oTMevanucb: POCTOBOW CKAYOK, MPOrpeccusa KOCTHOro BO3pacTa, yBennmyeHme pasmepos HOBOO-
6pasoBaHmMA No gaHHbIM MPT ronoBHoOro mosra.

B Bo3pacTe 2 ropa 8 mec go3sa TpuntopenmHa ysenuyeHa go 3,75 mr n/k 1 pas B 28 gHel. [laHHaa
Tepanua NpofonKanach B TeyeHne 9 neT, C eXxerogHbiM KOHTposieM MPT ronoBHOro mosra u TeyeHmem
3aboneBaHuA.

O6beKTNBHO: PoCT 162 cM, BeC 63 Kr. [IPOrHO3 KOHEYHOro PoCTa UCXOAA M3 pocTa poauTenen
169 (+/- 7,5) cm. Monosas dopmyna no TaHHepy: Ma1 P3 Ax2 Me1. KocTHbI BO3pacT COOTBETCTBYET Na-
cnopTHoMmy. [NPOrHoO3 KOHeYHOro Bo3pacTa Ha OCHOBAHMMN KOCTHOrO Bo3pacta — 179 cm. [laHHble rop-
MOHaJIbHOTO Npoduna B npeaenax gonybepratHoro pedeperca. Mo gaHHbIM MPT ronoBHOro mo3ra Ho-
BOOGPa3oBaHmWe B Xva3mabHO-CeNIAPHON 061acTn — 6e3 CyLecTBEHHON ANHAMMKM 33 UCTEKLLWIA rog,.
B cBA3M C joCTMXeHMeM nacnopTHOro Bo3pacTa 12 neT, yaoBneTBopmTENIbHbIM MPOrHO30M KOHEYHOro
poCTa NPUHATO peLleHne OTMEHUTb Tepanuio TPMNTOPENMHOM. 3aniaHupoBaHa NOBTOPHaA rocnuTa-
NM3auna B SHAOKPMHOMOrMYECKoe OTAeNeHNe yepes 6 MeC C Liefiblo OLEHKM KIMHUKO-NabopaTopHbIX
nokasatenen n nposegeHna MPT-ronosHoro mosra.

BbIBOA: faHHbIN KNMHNYECKWI CllyYai AEMOHCTPUPYET BaXKHOCTb PaHHeN ANarHOCTUKM MPUYMHBI
MMP 1 Heo6XOAMMOCTb NHAMBUAYAIM3MPOBAHHOIO MOAXOAA K KaXAoMy MauueHTy, C onpeaeneHnem
noKasaHUn AnA Hayana fnevyeHuns, TuTpaumnen Ao3bl U pelleHnemM Bonpoca o npekpaLleHnn Tepanunm.
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30PABOOXPAHEHMA
POCCHIACKOW dEAEPALIMKN DIBY «HMUL, sHp0KpUHONOrUMY
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JIOKPHHOJIOTOB
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r Accoumnauus

MPUMEHEHME NYJIbC-TEPAMUUN TNTIOKOKOPTUKOUAAMU NMPU AKTUBHOW
CTAAUN SHOOKPUHHOW OOTAJIbMOMNATUU B AETCKOM BO3PACTE.
KNUHUYECKUU CNTYYAU

T.E. UBaHHUNKOBA, E.B. Haraesa, O.b. be3nenkuHa

OrbY «HayuoHaneHeili MeduyuHckul uccnedosamessckuli yeHmp 3HOOKpUHoo2uu» MuH3opasa
Poccuu, Mocksea

BBEAEHWE: 3HpokpuHHas odTanbmonatusa (30M) — ayToMMMyHHOe BoOCManuTeNibHoe
3aboneBaHue peTpobynbbapHON KNeTyaTKU W FNasoABuraTesibHbiX MbllL, acCOLMMPOBAHHOE
¢ anddysHbiMm Tokcumyeckum 306om (AT3). D00 B feTckom Bo3pacTe BCTpeYaeTcsi 3HaUMTeNIbHO
pexe, yem Bo B3pociom. 3aboneaemoctb JO0M y pgeTten coctaBnseT 0,79-6,5:100 000 petein
n 1,7-3,5:100 000 HaceneHua B roa. YacTb nccneposaHui CBuAeTeNbCTBYeT O TOM, YTO Npu ne-
YEHUMN aKTUBHOW CTafnu SHAOKPMHHON O0PTanbMONaTUN BHYTPMBEHHOE BBEAEHMNE BbICOKMX 03
rNoKOKOpTUKONAoB 3ddeKTBHEE M OKa3blBaeT MeHblue NOO6OYHbIX IPPeKTOB MO CpaBHEHUIO
C nepopanbHbIM NPYEMOM.

OMUCAHUE KNUHUYECKOIO CNYYAA: MaumeHTka 17 net Habnopanacb ¢ avardHosom Aud-
by3HbIN ToKcMuecknin 306 (AT3) ¢ okTA6pA 2016 1 (13neT 6mec.). Mpu obcnegoBaHuy B okTAOpe 2016
I B rOpPMOHasibHOM npodune Tnpeotokcnkos (TTI — 0,04 MKME/mn, cB.T4 — 44,94 nmonb/n), BbICOKNIA
TUTP aHTUTen K peuentopy TTI (AT pTTl) — 19,97 ME/n, B cBA3U C YeM 6biia UHULMPOBaHa TPeOoCTa-
TUyeckasa Tepanua Tnamasonom.

B nanbHelwem nposBoannach Koppekuma Tepanun Nog KOHTPONEM ropMoHanbHoro npodunsa.
Mo pesynbTaTam ynbTpa3BykoBoro nccnegosanma (Y3U) wntoBugHoOM xenesbl B fUHaAMKUKe C HOA-
6ps 2018 r (15 net 7 mec.) oTMeYanocb BbipakeHHOe yBesimyeHne obLero obbema LWMUTOBUAHOWM
xenesbl.

BrnepBble o6cnefoBaHa B UHCTUTYTe AeTCKon SHAoKpuHonorun OIBY «HMWL, sHgokprHonorumy
M3 PO B okTabpe 2019 1. (16 net 6 mec.). Mpu ocmoTpe 6biN BbifBAEH Bblpa)KeHHbI 3K30¢dTanbm, Npu
nposeaeHnn MCKT op6uT: KT-kapTuHa 3k30dTanbMa, yToNLWEeHNA Hapy>KHOM NPAMOiA rna3ofBuratesib-
HOW MbILLLIbI, HATSPKEHNA 3pUTENbHBIX HEPBOB, YBENIMUYEHNA CNIe3HbIX »enes. B pesynstate opranbmo-
Jlornyeckoro obcnefoBaHNsA ycTaHoBMeH AnarHo3: OU — DHAOKpUHHas odTanbMonaTus, HeakTBHas
(CAS 2/7), cpepHeli cteneHu TaxecTu. Jlaroptanbm. OS — lNMomyTHeHne poroeuupl. C Lienblo npefone-
paLMOHHOI NOArOTOBKYM GbiNY BbIMONIHEHbI NepubyibbapHble nHbeKumn innpocnat no 0,5 mn B Teye-
Hue 4 Hep c yacTtoTon 1 pa3s B 7 AHeN.

[MoBTOPHO rocnnTanM3MpoBaHa B MHCTUTYT AeTcKol SHAoKpuHonorun ®IrbY «HMULL sHaokpuHo-
norumn» M3 PO B Hoabpe 2019 I. (161eT 7mMec.) € Lenbio NpoBefeHnA paanKkanbHoro neyenna T3 (one-
paTmBHoe). Mo aaHHbIM Y3W WwutoBngHom xenesbl — o6Wmin 06beM WMTOBUAHON Xenesbl 167,1 cvd.
[MOBTOPHO MPOKOHCYNbTMPOBaHa 0PTaNnbMOSIOroM, peKoMeHoBaHa nepebynbbapHan nHbekuma [un-
npocnaHa 3a 1 ieHb A0 ONepaTNBHOTO SIeYeHNA.

11.12.2019 . (16neT 8Mec.) BbINOIHEHA TUPEOMAIKTOMUA C MHTPAONEPALNOHHBIM HENPOMOHUTO-
pUHroM.

Yepes 1 mec nocne onepaTMBHOIO JieYeHnsi BO30GHOBUINCD »anobbl Ha CBETOOOA3HD, Cre30Te-
YeHue, NOKpaCHeHre BeK, CKnep, 601e3HEeHHOCTb B 06/1aCTy ra3Hbix A65oK. MaureHTka obcnegoBaHa
Mo MeCTY XMTeNIbCTBA: MO pe3ysbTaTaM 3K30pTalbMOMETPUM BbifIBNIEHa OTpurLaTenbHas grHamuka (OS
22mMm oT 11.2019 1, 25.5 Mmm — o1 03.2020; OD 23 mm ot 11.2019; 28 Mm — ot 03.2020 r.). MPT op6ur:
MP-KapT1Ha CUMMETPUYHOI ABYCTOPOHHE rnepniasum peTpoopbuTanbHol KnetyaTku ¢ Gopmmpo-
BaHMEM CUMMETPUYHOTO 3K30dTanbma.

B cBA3M co cnoxuBLueica cuTyaumeit, KoHcynbTuposaHa B OIbY «<HMUL, sHgokprHonorum» M3 PO,
SHAOKPMHONOrOM 1 0pTarbMOIOrOM NMPUHATO KoMnernanbHoe peLieHune o LenecoobpasHocTn npose-
LeHVA NyNbc-Tepanumn MeTunpesHn3onoHoM B fo3e 500 Mr 1 pa3 B Hefenio B TeueHune 4 Hefl. PekomeH-
[auwym 6binv BbINOMHEHDI.
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CBOPHUK TE3UCOB

XVII Poccuickas HayvyHO-NpakTUYecKass KoHpepeHUNS AETCKUX SHAOKPUHONOTOB
«JloCTNXKEHUS HAYKUN B NMPaKTUKY AETCKOTO 3HAOKPUHONora»

Mpwn npoBeaeHN KOHTPONbHbIX MPT opbuT (uepe3 1 Mec 1 9 Mec nocsie OKOHYaHUA Mynbc-Tepa-
numn): MP-KapTrHa nnnoreHHoro s3k3odTtanbma 6e3 yTonleHns rnasoasuraTesnbHbiX Mbiwl. OTMeyeHa
NporpeccuBHas MONOXWTENbHAA AVHAMUKA B BUAE YMeHbLUeHUA 3K30dTanbma, rMapataummn peTpo-
6ynbbapHo KneTyaTku. HexxenatesnbHble AiBNIeHUsA He Habnoaanuch.

3AKJTIOMEHME: KnuHnuecknid cnydail BHyTPUBEHHOTO BBeAeHMUsi OOMbLUKX JO3 [MI0KOKOPTUKO-
UAOB NMPOAEMOHCTPUPOBABLLNIA CTaBUIBHYIO MOSIOKUTENBHYIO ANHAMUKY TeUEHNA SHAOKPUHHON 0d-
TasIbMOMNaTVK, OTCYCTBUE HeXenaTeNbHbIX ABJIEHNI, MO3BOAET NPUMEHATb AaHHbI MeTog Npu neve-
HMW aKTMBHOW CTaAnMN SHAOKPUHHOW opTanbmonaTim y getei.

KJIIOYEBBIE CJTOBA: mupeomokcukos; nynbc-mepanus; ouggy3Hwili mokcudeckul 306; SHOOKpUHHASA
ogpmansmonamus
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KNUHUYECKUIA CNYYA PA3SBUTUA AMUOAAPOH-UHAYLUPOBAHHOIO
TUPEOTOKCUKO3A B BETCKOM BO3PACTE

T.E. UBaHHUMKOBa, A.J1. KanuHuH, H.A. CTpebkoBa, B.A. MeTepkoBa

OrbY «HayuoHanbHeIl MeduyuHCKUU ucciedosamesnsbckuli yeHmp 3HOOKpuHonozuu» MuHzOpasa
Poccuu, Mockea

BBEAEHUWE: AMuoaapoH 06bIYHO MCMONb3yeTcs ANis leUeHUs pedpaKTepHbIX NpeacepaHbIX Uu
KenyaoukoBbIx apuTMuid. MpumepHo B 20% cnyyaeB AnuTesibHas Tepanna aMMogapoOHOM MOXET Bbl-
3blBaTb Y MaUMEHTOB CYOKIMHUYECKUN WM KIVHUYECKWI TMNOTUPEO3 WU rmnepTmpeos. Boicokoe
cofiepaHue nofa, CoaepKalleecs B aMMogapoHe, HapyLWaeT ayToPerynAumio LWITOBUAHON Xene3bl.
CumTaetcs, YTo B NaToreHese amroLapoH-MHAYLMPOBAHHOIO TMPEOTOKCMKO3a (AT) yuacTByioT ABa OC-
HOBHbIX MexaHn3Ma. AT 1 Tvna yalle BCTpeYaeTcs y NaumeHToB ¢ AndPY3HbIM TOKCUYECKM 3060M v
y3510BbIM 3060M. Mog, BbICBO6OXAaeMmbll M3 Npenapata, NPUBOAMT K MOBbILLEHWIO CUHTE3a TVPEONAHbIX
rOPMOHOB B CYLLECTBYIOLIMX 30HaX aBTOHOMUM B xene3e. MNpu AT 2 Tna HabnogaeTcs paspylueHne
bONNUKYNOB LMTOBUAHON »ene3bl M3-3a TOKCMYHOCTM amMrofapoHa (MoAoCTpbI 1 AeCTPYKTUBHBI
TUPEOUZNT), YTO NMPUBOLMUT K HEKOHTPONMPYEMOMY BbIOPOCY rOPMOHOB LUTOBUAHOW Xene3bl. Takxe
onvcaHbl CMeLlaHHble GopMbl.

MpepncTaBnseM KIMHWYECKUIA Cllyyall TPEOTOKCUKO3a, KOTOPbIN pa3BUCA Yepes ABa rofa oT Ha-
Yana Tepanmu ammogapoHOM.

OMUCAHUE KIIMHUYECKOIO CNYYAS: MNaureHTka 15 neTt Habnoganacb no nosogy 6eccum-
NMTOMHOW XeNy[o4YKoBOM 3KcTpacucTonum ¢ 10 neT.

B Bo3pacTe 13 neT 6bin MMMIAHTUPOBaH KapanoBepTep-aebubpunnsTop 1 Hayata Tepanus ammo-
[ApOHOM C MOCTeNeHHbIM yBenuyeHrem ao 500 mr B cyTku. Yepes 2 roga nprviema amnogapoHa no pe-
3ynbTatam Y3/ — ob6bem WUTOBMAHOW Xene3bl 23,6 cM’. B ropMoHanbHOM npodune CTONKKI 3yTpeos
Ha ¢oHe oTpumLaTenbHOro TUTPa aHTUTEN K peuentopy TTI.

Yepes 2,5 roga nocsie Havyana TepanvMm aMmmMogapoHOM MauneHTKa obpaTunach ¢ Xanobamu
Ha yyalieHue nynbca. lMpu nccnefoBaHv FOPMOHaNbHOMO Npodrs 0TMeYanochb CHUXKEHME YPOB-
Ha TTI =- 0,0001 ME/mn (N: 0,35-5,5 MKME/Mn) 1 Bblpa*XeHHOE MOBbILLEHNE YPOBHA CBOOOHO-
ro TmpokcuHa (T4cs.) — 52,11 nmonb/n (N: 11,5-22,7 nmonb/n) n cBO60LHOro TPUNOATUPOHMHA
(T3cB.) — 7,35 nmonb/n (N: 3,5-6,5 nmonb/n). Hauata Tepanua npegHmsonoHom 30 mMr B cyTKu. Mo-
C/le KOHCYNbTalun Kapamnosiora, Hauata OTMeHa amnogapoHa. Yepes ase Heflenv nNocse Havana Te-
panuu yganocb [o6Utbca Hopmanusauum yposHen T4ce. — 18,49 nmonb/n (N: 10,1-17,9 nmonb/n)

n T3cB. — 3,5 nmonb/n (N: 2,8-6,3 nmonb/n). Takke no pesynbTatam Y3/ wuntoBUaHON xenesbl
OTMEUEHO yMeHblleHne o6bema o 14,2 cm®. [IpoBOAUTCSA NOCTENEHHOE CHXXEHUE [03bl MpefHu-
30/10Ha.

BbIBO/AI: [laHHbIN KIVHNYECKUI ClyYall eMOHCTPUPYET BO3HUKHOBEHME peiko NaTonornu Wwu-
TOBUAHOI ene3bl Ha (pOoHe Tepanuu aMMOAaPOHOM B AETCKOM Bo3pacTe. B cBA3M ¢ 3Tm TpebyeTca
TWaTenbHoe HabnofeHne 3a COCTOAHNEM LMTOBUAHON Xenesbl 1O, BO BPeMA U Nocsie ieYeHns amm-
ofjapoHoM. AT MOXeT 3HauUTe/IbHO YXYALINTb TeyeHne 3aboneBaHnin CepAeyHO-COCYANCTON CUCTEMDI.
PaHHAA 1 NpaBuibHaA AUarHOCTKa aMMOAAPOH-MHAYLIMPOBAHHOTO TUPEOTOKCMKO3a NO3BONAET He3a-
Me[JIMTENbHO HayaTb COOTBETCTBYHOLLEE NleYeHne C y4eTOM COCTOAHNA CEPAEYHO-COCYANCTON CUCTEMDI
nauueHTa.

KJIIOYEBBIE CJTOBA: mupeomoKcuko3; amuodapoH; amuo0apoH-UHOYYUPOBAHHbIU MUpeomoKCUKO3;
Ougy3Hbil mokcudeckuli 306.
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CUHAPOM AUN-AXXOPAXKW (KNUHUYECKUIA CNYYAI)

A.A.N3epruna
KasaHckuti 2ocydapcmeeHHeili MeOUYUHCKUl yHugepcumem, KazaHo

Cungpom Anxopxn (CA[]) — 3To XpoMOCOMHas aHOManwus, BO3HMKaloLas B CleCcTBMeE Aeneunm
AJINHHOTO MJjleya OfHOW Konumn 22-i XpOMOCOMbI. [laHHaa MyTaLmsa NPpUBOAUT K HapYLLEHMIO Pa3BUTUA
3 14 xabepHbIX Ayr, N3 KOTOPbIX GOPMUPYETCA TUMYC, MaPaLLUTOBUAHbIE XKefe3bl, HUXKHAA YacTb nnLe-
BOro OTAieN1a Yepena, aopTa 1 cepaue.

Knaccnueckasa dopma cunapoma [n-[KOpAxu XxapakTepusyeTcs TpUago — BPOXKAEHHDIN MOPOK
cepaua, MMMyHoaedULUT (rvnonnasvsa/annasua TUMyca), rmnoKanbuvemms (pesynbtaT runonnasmn
napawmnToBMAHbIX enes). Kpome Tpragbl, 4acTo BCTPeYaloTca Takune KIIMHMYeCKUe NpoAB/eHus, Kak
3afiepKKa GU3MYECKOro 1 NMCUXMYECKOro PasBUTUA, NaTONOrMA MOYEMNONIOBON CUCTEMbI, HapyLleHne
pa3BMTUA KOCTel NMLEeBOro OTAeNa Yepena.

OMUCAHUE CNYYAA: MNauymeHT K., 4 1. 8 M., NOCTYyNUN B SHAOKPUHONOTMYECKOe OTAeNeHne
C Xanobamu Ha nioxylo nNpubaBKy B Bece, yTOMIAEMOCTb, NOBbILEHHY BO36YAMMOCTb, CyXOCTb
KOXW.

N3 AHAMHE3A: pebeHOK BOCMUTbIBAETCA B NPUEMHON CEMbE, NeprHaTanbHON aHaMHE3 CKYLEH.
Mocne poxpaeHusa 6bin NepeBefeH B OTAeNEHME peaHMaL HOBOPOXKAEHHbIX, npoBeaeHo IXO-KT,
BbIABNIEH BPOXAEHHbIN MOPOK cepAua: «ATpesua TpuKycnupaanbHoro knanaHa. MMM mem6paHos-
Hbil». [ocne BbINUCKYM B TeYEHMEe MecALLa HapacTanm cnabocTb, OAbILLKa, OrpaHUYeHne Nprema NULLK.

B Bo3pacTe 3-x mecALeB NpoBeeHO 30HAMPOBaHME MOOCTeN cepaua, onpeaeneHbl NokasaHua
K onepaTtnBHOMY neyeHuto. MpoBeseHa onepaumns — «CyxXnBaHKe IeroyHon apTepum». Mo AaHHbIM
npoToKona onepauun: «<Brunoykosas xenesa He peseLmpoBaHa».

B Bo3pacTe 7-mMn MecALEeB NpoBefeHO HasloXeHne BEepXHero [ByHarnpaB/IeHHOro Kasa-MysbMo-
HaNbHOro aHacTOMO3a, aTPMOCENTIKTOMMA, MAacTMKa MUTPaSIbHOro KnanaHa no Pugy, nepeceyexve
neroyHon aptepum. lMocneonepaLlOHHbIN NEPUOL, OCIOXKHANCA CHKeHeM $paKLmm BbIbpoca, 6poH-
X006CTpyKLVEN, pa3BUTUEM MHEBMOHNN.

B Bo3pacte 2-x net nposepAeHa onepauma QoHTeHa B MOAUGUKALIMN GEHECTPUPOBAHHOTO KC-
TpakapAnanbHOro KoHAywnTa. [locneonepaunoHHbIN NepUoA NpoTekasn ¢ TeHAeHUMeN K nieBpanbHom
3¢ dy3um; OCNOXKHUIICA TMNOKanbLeMren ¢ CyROPOXHbIM CMHAPOMOM, TpeboBaBLUel B/B BBeAEHUA
rMioKOHaTa KanbLuua 1 fanbHellwemM BOCMOMHEHEM KanbLma per os. o pesynbtaTam 6MoXnmMmnyecko-
ro aHanusa KpoBu: Kanbuuii 1,27 mmonb/n. KOHCynbTMpOBaH 3HAOKPUHOIOTOM, BbICTaB/IEH AUArHO3:
«lMepBrYHbIN runonapatnpeos». HasHaueH Anbdakanbuugon B fose 1,0 MKr 1 pa3 B fieHb.

C 9 mec 0 2 neT OTMeYaNUCb YacTble PecnMpaTopHO-BUpPYCHble 3aboneBaHusA. oTUThI ([O 2-X pa3
B MecsL).

B Bo3pacTe 1 roaa, BO BpeMs CTaLMOHAPHOIO NleYeHnsA ¢ AMarHo3om «PeLanBupyoLwmin o6CcTpyK-
TUBHbIN 6POHXUT. CUHAPOM rMMeppPeaKkTNBHOCTU BPOHXOB. XpOHUYecKas repreTmyeckas NHdeKums,
BbI3BaHHaA BUPYcoMm dnwwTeiiHa-bapp», AMarHOCTUPOBaH «BTOPUYHBIA MMMyHOREPULMT (CHUXKEHVE
KIeTOYHOrO 3BeHa)».

O6beKTUBHO Npu nocTynneHum: poct 105 cm, SDS pocta — 0.52; Bec 15.8 kr. UMT 14.33 kr/m?%
SDS UMT — 1,12.

JlabopaTopHble nccnegoBaHuA: Kanbuuii obwmin kposu 2,31 mmonb/n, P kposu 1,53 mmonb/n,
KanbLMii MOHU3UPOBaHHbIN 1,048 MMonb/N, MapaTropmoH < 1.2 nr/mn Ha $poHe nNpuema npenapaTos
anbdakanbyuaona B aose 1 MKr B CyTKu.

Ha ocHoBaHMM onmcaHHbIX BbiLle KIMHUKO-aHaMHECTUYECKIX KpUTeprEB, Y AaHHOTO pebeHKa 6blin
3anopospeH cuHapoma [u-xxopaxu. MpoBefeHHoOe reHeTYeCcKoe UCCiefoBaHne BbIABMIO YacTny-
Hyto feneumio 22 xpomocombl (del 22g11.2) u noaTBepAUNO NpeanoaraemMbli AUarHo3.

Takvm 06pa3om, AaHHbIN KIMHWYECKWIA Cllyyail NPOAEMOHCTPUPOBa CIIOXKHOCTU ANArHOCTUKM.
Ba’kHO aKLieHTMPOBaTb BH/MaHMWE Ha KOMMIEKCHOM HabloAeHUN NeANAaTPOM, UMMYHOJIOTOM, SHAOKPY-
HOJI0roM, KapAnOoJIOroM 3a TaKUMK AETbMU.

128

12-13 viong 2021 1.




4

s
S 2Ll I I ’ A
“# MWHWCTEPCTBO FI= a n Accouuayus
¥ 3APABOOXPAHEHMA OBiecTsenHas opranusans ‘I 3HAokpuHoNOr08
POCCHACKOH ®EAEPALUMKH  DIBY «HMULL SHOOKPUHONOTUMY  pocemiickag Acc ONMAIIMS \ CawkT-lNeTepbypra
HaR MMngpaBa Poccumn 3HJA0KPUHOJIOTOB

CNOXHOCTU MONIEKYNIAPHOW AVNATHOCTUKN CUHAPOMA PESUCTEHTHOCTU
KAHAPOreHAM NPUNMYBOKOU MHTPOHHOU MYTALIUU B TEHE AR

H.10. KannHueHko', B.M. MNeTpos', A.B. MaHoBa', A.H. Tionbnakos?

'OrbY «HayuoHaneHwil MeOuyuHcKul ucciedosamesnbckuli yeHmp 3HOOKpuHoao2uu» MuH3opasa
Poccuu, Mockaa,
2«Meduko-2eHemuyeckuli Hay4HbIl yeHmp umeHu akademuka H.f. boukosa», Mockea

MyTaumn B reHe X-cLiennieHHoro pelentopa aHaporeHoB (AR) nexkaT B OCHOBe CUHAPOMA HeuyB-
CTBUTENBHOCTY K aHaporeHam (AlS), Hanbonee pacnpocTpaHeHHOW NPUUYNHbBI HapyLLeHUa GopMMpoBa-
HuA nona 46,XY. OgHako, okono 10% nauuneHTos ¢ AlS, HECMOTPA Ha HanMuMe KNNHUKO-NabopaToOPHbIX
npu3HakoB 3aboneBaHunA, He UMEIOT MyTauuii B KoanpytoLlen obnacty AR, UTo ocTaBnseT Heonpepe-
JIEHHOCTb B OKOHYaTeNbHON BepudmKaLmm agnarHosa.

LLEJIb: yTouHEHVEe MONEKyNAPHOI OCHOBbI 3aboneBaHUA y nauueHTa c AlS 1 oTCyTCTBUEM MyTaLmWiA
B KOAMpYIOLLeNn nocnefosaTenlbHOCTY reHa AR.

METOADbI: CekBeHuposaHue JHK nposogunocb metogom CeHrepa.

PE3YJNIbTATbI: NMauueHT M, Npu poXkaeHUy MOLWOHOYHasA dopma runocnagun, kapmotun 46,XY; 3a-
perncTpmpoBaH B My>KCKOM NacropTHOM none. B aeTckom Bo3pacTte npoBefeHa MacKyMHU3MpYyowas
nnactvka. B 12 net B cBA3M C pa3BUTMEM T’MHEKOMACTN 06cnefjoBaH SHAOKPVHOMIOTOM: MPW OCMOTpe
beMUHHOE TenocnoxeHne, nonosoe passutne G2P2B3, AnYkM B MOLOHKe 12 cM. B rOpMOHaNIbHOM
npodune: IF— 5,0 Ea/n (2,5-11,0), ®CI — 0,9Ea/n (1,55-9,74), TectoctepoH — 17,8 Hmonb/n (0,9-12,5),
32 — 120 nmonb/n (20-60). YcTaHOBNEH ANArHO3 «CUHAPOM PE3UCTEHTHOCTY K aHApOreHam, HenonHas
dopma». OHako, npu cekBeHMpoBaHUK reHoMHol [JHK (3K30HbI 1-8 1 cOOTBETCTBYIOWME IK3OH-NH-
TPOHHbIe CTbIKM) MyTaLuii B reHe AR BbifiBNIeHO He 6bino. MNpu cekBeHnpoBaHun kAHK, nonyyeHHon nx
$unbPOo6ACTOB KOXKIM MOLLOHKK, MOMUMO TpaHcKpunTa AR gukoro tuna (NM_000044.3) BbiaBneH abep-
PaHTHbIN TPAHCKPUNT, cofepXKallnii BCTaBKy 13 40 HYKNeOoTUAHbIX OCHOBaHWUiA (c.2450_2451insc.251-
40_c.251-1). JlononH1TENbHOE CEKBEHUPOBaHME MOCE[OBATENbHOCTA MHTPOHa 6 reHa AR BbiaBMNO
remmsnroTtHyto Tpansmumio hg19_chrX:67722785G>A, nprBopasLyio K 06pa3oBaHuio anbTepHaTUBHOTO
aKLenToOpHOro canTa CniancuHra.

BbIBO/bl: faHHOE HabnoAeHE NNIOCTPUPYET CNIOXHOCTU MONEKYNAPHO-TEHETUYECKON ANarHo-
cTrKn AlS 1 nogyepkmMBaeT BaKHOCTb UCMONb30BaHUA LONONHUTENIbHBIX METOLOB (CEKBEHMPOBaHNE
k[HK) npu oTcyTCTBUM M3MEHEHNI B KOAMPYHOLLMX obnacTax reHa AR.

KJIIOYEBbIE CJIOBA: peuenmop k aHOpozeHam; pe3ucmeHmMHOCMe K AHOPO2eHAaM; HapyuleHue popmupo-
8aHUA NoJd; abeppaHMHbIl MpaHckpunm; aabmepHamusHsil akyenmopHsili calim cnialicuHea.
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BJINAHUE OU3UYECKOI HATPY3KWU HA YPOBEHb WHTEPNENKUHA-6
B CbIBOPOTKE KPOBU Y AETEN C KOHCTUTYLUMOHAJIbHO-3K3OTEHHbIM
OXWPEHUEM

10.B. KacbsiHoBa, O.B. BaciokoBa, .J1. Okopokos, H.M. ManbiweBa, O.b. beanenkuHa

@OIBY «HayuoHaneHwil MeOUYUHCKUL uccnedosamenbckuli UeHmp SHOOKpuHoio2uu» MuH3opasa
Poccuu, Mocksa

WNHTepneiiknH-6 (UJ1-6) — npoBocnanuTeNbHbIN LMTOKUH, SKCNpeccupyemblii agunoLutaMmm n nm-
MYHOKOMMETEHTHbIMM KneTkamu. BmecTe ¢ Tem, UJ1-6 oTHOCMTCA K rpynne MMOKUHOB — Bronormyecku
AKTVBHbIX BELLeCTB, CUHTE3UPYIOLLMXCA CKENETHBIMU MblLULAMK B OTBET Ha coKpalueHwue. UJ1-6 okasbl-
BaeT pa3HOHanpaBieHHoe MeTabomyeckoe BO3AENCTBIE Ha OPraHU3M, MOAYNNPYS BOCNANUTENbHbI
oteeT. B nokoe UJ1-6 peanusyet npemmyLLecTBEHHO MPOBOCNANNTENbHYIO aKTUBHOCTb, B TO BPEMA Kak
npu ¢usnyecknx Harpyskax (PH) okasbiBaeT 6naronpusaTHble MeTabonnyeckme 3opdeKTbl, 3aKoyalo-
LMecs B MOBbILEHUN YYBCTBUTENBHOCTY CKENETHBIX MbILULL K AeNICTBUIO VHCYVIHA, YBEJIMYEHUIO H0-
KOHeoreHesa B MeyeHu 1 INMOoNun3a B XKNPOBOI TKaHW, HEOOXoAUMbIE ANiA SHeproobecneyeHns Cokpa-
LIQIOLLUMXCA MbILLLY.

OnpepeneHrie 0CO6eHHOCTEl SKCMPECCMU MUOKVHOB B 3aBUCUMOCTY OT BUAA Y MPOJOMKUTENbHO-
TV GU3NYECKMX Harpy3oK MOXET Jleub B OCHOBY NepCOHUPULMPOBaHHON Tepannmn OXNPEeHNa 1 CBA-
3aHHbIX MeTaboNNYECKMX HapyLUEHWA.

LLEJIb: oueHuTb AnHaMmKy ypoBHA WJ1-6 B CbIBOPOTKE KPOBU Y AeTel C KOHCTUTYLIMOHANIbHO-3K30-
reHHbIM OXK1peHnem Ha doHe GU3NYeCcKo Harpy3Ky PasHOM NPOJOMKUTENBHOCTU U MHTEHCMBHOCTU.

MATEPUAJIbl U METOAbI. B nccneposaHve BkNoueHbl 26 aeteli B Bo3pacTte oT 12 go 17 ner
C KOHCTUTYLIMOHANIbHO-9K30reHHbIM OXunpeHuem, megmaHa SDS UMT: +2,91 [2,24; 3,29]. MNauneHTbl
13 NepBoWi FPynbl, COCTOALLEN 13 13 uenoBeK, BbINMOIHANMN GpU3NYECKyIo HarpysKky (xoabby Ha 6erosoii
[OPOXKe nop KoHTponem yposHa YCC) pasHoi npofgomkutenbHocTh: 30 n 60 MUH NpU OANHAKOBOM
WHTEHCUBHOCTY (MeHee 3 meTabonnyeckmx sksusaneHTos (MET)). Bo BTopoii rpynne, B KOTOPOW BKtO-
YyeHo 13 naumeHToB, dM3nyeckas Harpyska Umena pasHyl UHTEHCMBHOCTb: HU3KYlO — MeHee 3 MET
1 ymepeHHytlo — 3-6 MET npu oMHaKoBOW NPOAOIXKNTENIbHOCTY B TeueHue 45 MuH. Pacnpefienexve
no rpynnam 6bi110 cnyyaiiHbiM. [pynnbl NauyeHToB CONOCTaBVIMbI MO BO3PacTy, MOJly, CTEeNeHN NONoBO-
ro passutua no TaHHepy. CoaepxaHue WI1-6 onpepensnn Habopom dupmbl Thermo Fisher Scientific
INA “MMyHodbepmeHTHoro aHanusa (ELISA). Ctatnctuyeckas o6paboTka npoBoaunach C nprMeHeHrem
STATISTICA v.12.0 (StatSoftinc., CLLA). Pe3ynbTtaTbl NnpefcTaBneHbl B BUAe MeanaHbl (Me) 1 KBapTunen
(Q1; Q3), cooTBeTCTBYIOWMX 25 1 75 NepueHTUNAM. KpUTnyeckunin ypoBeHb 3HaummocTy (p) npu nposep-
Ke CTaTUCTUYECKUX rmnoTes NpuHMManu pasHbim <0,05.

PE3YJIbTATbI: KoHueHTpaumsa WJ1-6 B nokoe y naLuyeHTOB NepBowi rpynmnbl coctasunaa 0,205 nr/mn
[0,141; 0,236], BTOpOn rpynnbl — 0,256 nr/mn [0,162; 0,344].

B nepsoit rpynne yposeHb U1-6 nocne ®H B TeueHre 30 muH coctasun 0.345 nr/mn [0,226; 0,461],
B TeyeHne 60 muH — 0.345 nr/mn [0,246; 0,425], 4TO COOTBETCTBYET MOBbILIEHMIO Ha 68,3 % No cpaBHe-
Huto ¢ 6a3anbHbIM ypoBHeM (p<0.05).

Y naumeHToB BTOpON rpynnbl nocne ®H HW3KOM WHTEHCMBHOCTM ypoBeHb WJ-6 coctaBun
0,594 nr/mn [0,334; 0,916], nocne ymepeHHon — 0,644 nr/mn [0,282; 0,736], 4TO COOTBETCTBYET yBENYe-
HMto Ha 132% 1 151,6 % cooTBeTCTBEHHO (p<0.05).

Takum obpazom, nocne GrM3NYeCcKMX Harpy3oK PasanyHoOWM ANUTENbHOCTU N MHTEHCMBHOCTM BbIAB-
JIEHO CTaTUCTUKM 3HAUYMOe MoBbiLIeHMe YpoBHSA WJT-6 Mo CpaBHEHMIO C COCTOAHMEM MOKOA.

BbIBOJbl: MonyyeHHble pe3ynbTaTbl AEMOHCTPUPYIOT BNAHNE GU3NYECKON Harpy3Ku Ha cekpe-
upmto UJT-6 mroumtamm ckeneTHbIX MbllL,. MakcManbHbln ypoBeHb UIT-6 oTmeuanca nocne dpusmyeckomn
Harpy3ku yMepeHHOW MHTEHCUBHOCTY (MOBbILEHME KOHLeHTpauuy B 2,5 pasa). YBennueHune npogon-
xutenbHocTn ®H He BMANO Ha KoHUeHTpauwmto WJ1-6 B CbIBOPOTKE KPOBMU.

KJIIOYEBbIE CJTOBA: uHmepnelikuH-6; MUOKUHbI; husudeckue Hazpy3ku; oxupeHue; demu
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r ‘ Accoumnauus

KNUHUYECKUIA CNYYAA PEAKOV MO3AMYHOW ®OPMbl CUHAPOMA
LUEPELLEBCKOIO-TEPHEPA

T.b. KBawHunHa-CamapuHa, A.H. KoHwnHa, T.A. TkaueBa, H.B. UepoHoBa, C.P. KoxkemsaiknHa
Al 131 2. Mockesi

BBEAEHME: CuHapom LepelieBckoro-TepHepa (B AanbHeliwem cuHgpom LL-T) obycnosnen non-
HOW MM YaCTUYHON MOHOCOMMEN MO X-XPOMOCOME, MPefCTaBNeHHON BO BCEX KNeTKax opraHn3ma nunm
e B YacTu KneTok. ITo 3aboneBaHue BCTpeyaeTca ¢ Yyactotol 1:2000-1:2500 HOBOPOXKAEHHbIX AEBO-
Yek.

MprMeHeHne MeTof0B XPOMOCOMHOIO 30HAMPOBAHNA, NO3BONAOLLErO BbIABUTL 6onee AeTasb-
Hble CTPYKTYpHble U3MEHEHWA XPOMOCOM, NoKasasno, YTo ymctaa 45,X- MOHOCOMMA BCTpeyaeTca
TONbKO Y 50-60% 60sIbHBIX, BTOPbIM MO Y4acTOTE BCTPEUYAEMOCTN ABNAETCA Mo3anumsm 45,X/46,XX,
BbIABNAEMbIN y 14% naymeHToB ¢ cnHapomom L-T. K 6onee penkmm dopmam cHAPOMa MO JaHHbIM
®Ory 3HL, 2006 oTHoCUTCA KapuoTun 45,X/47 XXX — 1%. KnuHnyeckune npossneHna cuHgpoma LU-T
ype3BblYallHO Pa3HOOOPa3Hbl, N CTEMEHb WX BbIPAXXEHHOCTW KpaiHe BapuabenbHa. K OCHOBHbIM
1 Hanbonee NOCTOAHHLIM KIIMHUYECKUM MPOABIEHUAM CUHAPOMA OTHOCATCA 3afiepKKa pocCTa, nep-
BMYHbI FMNOroHaAN3M N Lenbli pAj BPOXAEHHbIX aHOManNui: KPbITOBUAHbIE CKNAAKKN WeKn, HU3KNIA
POCT BOSIOC, MTO3, 3MMKAHT, BbICOKOE roTnyeckoe Hebo, pOTMPOBaHHbIE YLIHbIe PaKOBUHbI. Y nayu-
eHTOK C cuHpgpomom LU-T yacTo BCTpeyvaloTca Takme 3aboneBaHMA Kak ayTOMMMYHHbIA TUpeouanT
N uennakms.

PE3IOME: B otaeneHumn sHaokpuHonorun no 3A0 Habntogaetca pebeHok A. geBouka, 10 net
C AnarHo3om: 3afepkka G13nMueckoro pasBuTUA He CBA3aHHaA C AedpMLMTOM rOPMOHa PocCTa, Ha GoHe
Mo3anuHon popmbl cuHapoma LLlepelesckoro-TepHepa (mos 47,XXX /45,X). [MneproHagoTpOnHbIN ru-
NMoroHaan3m, o6yCcnoBAEHHbI OCHOBHBIM ANAarHO30M. XPOHUYECKMI ay TOUMMYHHbIV TUpeonanT, dasa
cybkomneHcauuu.

OMUCAHUE KIIMHUYECKOTIO CNTYYAS: PebeHok HabntopaeTca y SHAOKpMHOMora ¢ Mas 2017 .
B CBA3M C Xanobamun Ha 3aAepxKy Gr3nyeckoro pasBuUTA B CPaBHEHWUW CO CBEPCTHMKaMW. B nioHe
2017 r. 6bI1 BbIAABMIEH XPOHUYECKMI ayTOMMMYHHbIN TMpeonaunT. B anpene 2018 r. HayaTa 3amecTu-
TeNbHaA ropMoHasnbHas Tepanua Levothyroxini natrii 25 MKr/cyT ¢ nocnegyiowen Koppekumei fo3bl
[0 62.5 MKr/cyT Ha MOMeHT mapTa 2021. Co cnos, npenapat NPUHUMAETCA PerynapHo.

ANHAMUKA POCTA:

cMas 2017 r. no peBpanb 2018 (9 mec) — 4.5 cm,

¢ deBpans 2018 no anpenb 2019 (1 rog 2 mec) — 4.5 cm

canpens 2019 no noHb 2020 (1 rog 2 mec) — 6.5 cm

¢ nitoHA 2020 no okTAbpb 2020 (4 mec) — 6e3 AUHAMUKK

¢ pekabps 2020 no pespanb 2021 (Ha Tepanum 3a 2 mec) + 3 cM

[laHHble 06BbEKTUBHOIO OCMOTPa Ha MOMEHT Mast 2017 (6 net 8 mec):

Poct — 109 cm, Bec — 17 kr SDS pocta — 1.8 ($pu3nyeckoe pa3BuUTUE HU3KOe, Ha 5 neT)
MMT 14 S nos. Tena. 0.7 Mm% B 06beKTUBHOM CTaTyce 6e3 3HaUMMbIX NaTONOTUIA.

Mpwn foobcnepoBaHNM Gbl BbIABAEH XPOHUYECKNIA ayTOUMMYHHbBIN Tpeouaut, 6e3 HapyLweHus
bYHKUMM WWUTOBMAHOW Xenesbl.

HasHaueH KOHTPObHbIN OCMOTP B aBrycTe—CceHTAbpe

2017 r., Ha npuem npuwnu B ¢pespane 2018 ..

Poct — 113.5 cm, Bec — 19.5 kr SDS pocta — 1.6

MMT 16.1S nos. Tena. 0.8 m?

Bbino Ha3HaueHO NMOBTOpHOe o6cnefoBaHWe, KOTOpoe Npown B okTAbpe 2018 1., No pesysb-
TaTam Obin BbiABNEH CYOKAMHMYECKMIA TMNOTMPEO3 B CBA3M C YeM Ha3HauyeHa 3amecTuTesibHas
ropmoHanbHaa Tepanua Levothyroxini natrii 25 mkr/cyT. TakKe mccnefoBanca ypoBeHb comato-
megmHa — C: 96 (56.9-277), KoTopblin oKa3anca B Hopme. C fekabpa 2018 r. no anpenb 2019 1.
Ha npuem He obpawanuck. B anpene 2019 r. 66110 Ha3HauyeHO NOBTOPHOE AO06CefOBaHME, TaKKe
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Hanpaenanacb Ha KOHCynbTaumio K reHetuky B MAMKB N°1, Ha KOHCynbTauuio 0b6paTtunncb B OK-
TAGpe 2019 npu poobcnepoBaHun 6bin BbiABeH crHApPoMm LlepelweBckoro-TepHepa Mo3anuHas
dopma (Kaprotmn: mos 47,XXX /45,X — obHapyKeHO ABa KJIOHa KJ1eTOK : C TpemMs XpoMocomMamm X
n ogHou xpomocomoin X). OceHbto 2019 r. TakxKe ABa)<Abl NepeHecna rHONHbIA NePEeOCTUT HUXKHEN
YenoCcTyn cne.a.

[aHHble ocmoTpa o1 11.2019 (9 net 2 mec):

Poct 120 cm. Bec 22.6 IMT 15.7, SDS pocTa — 2.0 (pu3muyeckoe pasBuTrie HU3Koe s Bo3pacta —
Huxe 3 %, Ho cpefiHee — 50-75% no nepueHTUIbHBIM Tabnuuam ansa aesoyek ¢ C-mom LL-T). B o6bek-
TUBHOM cTaTyce 6e3 naTosoruu.

YunutbiBas nonyyeHHble AaHHble aHanM30B Oblna CKOPPEKTMPOBaHa A03a MoNyyaemMoln 3amecTu-
TeNbHOW Tepanuu, Takxke pebeHOK 6bln HarnpaBfeH Ha AOMOHUTENbHbIe J00OCeA0BaHNA C Lenbio UC-
KIIIOUEHMA CONYTCTBYIOLEN NAaTONOINK, XapaKTepHoii Ana cuHapoma LU-T, yero o6Hapy»keHo He 6bino.

B panbHelilwem B CBA3UN C HeOGNAronpuATHOM SNUAEMUONIOTMYECKON CUTyaumen JONro Ha nprvem
He obpaluanncob, Ha Nprem obpaTNNCh B noHe 2020.

[laHHble 06beKTUBHOIo ocMoTpa ot 06.2020:

PebeHok 9 net 9 mec. Poct 124.5 cm, Bec 23 Kr

(Ppu3mnueckoe pazBuTre — MeHee 3 % — HU3KOE,

Ho cpefHe — 50-75% no Hopmam ana geBoyek ¢ C-mom LL-T)

SDS pocta — 1.8 UMT 14.8

B manbHeiwem Ha npreme B okTAbGpe 2020 r., No npocbbe matepu, pebeHOK Obin HanpaeneH Ha Ao-
obcneposarve B MATKB N1, rae geBoyka npotuna nonHoe o6cnefoBaHe 1 6blila peKoMeHAoBaHa no-
BTOPHaA rocnutanusauyma B 12 neT Ana pelleHna BONpoca 0 Havyane 3aMecTUTeNlbHOM roOpMOHasIbHOM
Tepanuu 3cTporeHamu.

MPT runodu3za (ot okTa6pa 2020) — [aHHbIX 3a natonoruto runodusa Het fopMoHbI: SCTpaanon
15.83, JIl 32.5, cB T4 12.85 (11-22), TTTI 5.79 (0.35- 4.2), ®CI 113.44. BbiABNEH rineproHagoTPOnHbIN
rMnoroHagusm Ha poHe ocHoBHOro 3aboneBaHuA. OcyLiecTBAANACh KOPPEKLMA NoyYaeMoli 3amecTu-
TeNbHOW rOPMOHaNbHOWM Tepanmu.

CamocToATenbHO B Aekabpe 2020 r. poauTtenn ¢ pebeHkom obpatunvcs B ®rBY HMUL| sHaoKpy-
HOMOrMM ANA PeLLeHns BOMpoca O NPOBHON MHMLMALMU Tepanui COMaTPONMHOM 13 Hedeaepanb-
Horo 6togxeTa. C 07.12. 2020 HauaTa Tepanmsa ComaTponuHom (OMHuTponom) B fo3e 0.045 mr/kr /cyT
(1.1 mr/cym).

[laHHble 06EeKTMBHOrO ocMoTpa ot 02.2021:

Poct 127.2 cm, Bec 26 Kr (dpu3nyeckoe pasBuTre — MeHee 3 % — HU3KOE, HO cpefHe — 50-75%
no Hopmam ansa gesoyek ¢ C-mom LW-T) SDS pocta — 1.87 UMT 16.1

OcHoBHOW AMarHos: 3agepxKa ¢U3MUeCcKoro pasBUTUA He CBA3aHHaA C AePpULMTOM rOpMOHa
pocTa, Ha doHe Mo3anyHon dopmbl cuHapoma Lepelwesckoro-TepHepa (mos 47, XXX /45,X). vnep-
rOHaAOTPONHbBIA FMNOroHaAN3M Ha GOoHe OCHOBHOTFO 3aboneBaHUA. XPOHMUYECKU ayTOMMMYHHbI
TUPEOUANT, MeiMKaMeHTO3HaA cybkomneHcaunA.Mpu noBTOpHOM 06CneoBaHNN BbIABMIEH CYOKIN-
HUYeCKNIA TMNOoTNPEeOo3, B CBA3M C YeM OCYLLeCTBNIeHa KOPPeKLMA noslyyaemoln 3aMeCTUTENIbHO Te-
panuu.

OcyuiecTBneHa KoppeKLma Nony4yaemMmon 3aMecTUTeSIbHON ropMOHanbHOW Tepanuun. B HacToAwmin
MOMEHT, pebeHOK HaXxoAMTCA Ha Tepanuny FOPMOHOM POCTa U TOPMOHOM LUMTOBMAHON xenesbl: Coma-
TponuH no 1.1 mMr/cyT n/k Ha Houb (no pekomeHngaumn SHL) n Levothyroxini natrii 62.5 mkr/cyT 1 pa3
B AieHb, 3a 30 MUH A0 3aBTpaka — NoCToAHHO. [lnHamuKa pocTa Ha Tepanum + 3 cm 3a 5 mec. Pekomenpo-
BaH MOBTOPHbI OCMOTP Y SHAOKPUHOJIONA C LieJIblo KOHTPOJA TUPEOUAHOro Npodunsa Ha yBennyeHHon
f03e npenapara yepes 2 mec.

3AKJTIOMEHME: OnucaHHbIN Bbilwe criyyali peakoi Mo3anyHon ¢opma cnHapoma Lllepeluescko-
ro-TepHepa HarAfHO AEMOHCTPUPYET HEOOXOAMMOCTb B HACTOPOXKEHHOCTW MO AAHHOW NaTonoruu
y AeBouek, obpallalmnxca ansa 4oobcnefoBaHUaA ¢ xanobamy Ha 3afepKy Gr3nYecKoro passuTuma.
TakXe B OTAENbHbIX CJyYanx Ha3HayeHme Tepanmm ropMOHOM POCTa, MOXKeT ObITb 3GdeKTUBHO.

K
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®AKTOPbI PUCKA B PA3BUTUN BEMUHEPAJIN3ALNN KOCTHON TKAHU
Y HEAOHOLUEHHbIX HOBOPOXAEHHDbIX

H.I. Kucenesa, T.E. TapaHylweHKko

@rb0Y BO «KpacHoapckuli eocydapcmaeHHbIl MeOUYUHCKUL yHUsepcumem
um. npogp. B.. BoliHo-flceHeykozo» M3, 2. KpacHosapck

MpuncTanbHoe BHMMaHMe K npobneme octeoneHnn 06yCnOBNEHO 3HAUMTENbHOW PAacNPOCTPaHEH-
HOCTbIO JaHHOW NaTONOrNK, a TakXKe HEOOXOAUMOCTbIO ONTUMM3aLUK MPOGUNAKTNYECKUX U SleYeBHbIX
MeponpuAaTuiA HapyweHuin ¢ocdhopHO-KanbLMeBoro obmMeHa y HeloHOLWeHHbIX. OCHOBHble NPUYKHBI
pasBUTMA OCTEOMEHNN U3BECTHbI, BMECTE C TeM, MPOAOIKAIT aKTVBHO M3yuyaTbCA $aKTopbl prcKa
1 BroxrMmMYecKrie MapKEpbl HapyLLeHN MeTabonrn3Ma B KOCTHOW TKaHW y HOBOPOXAEHHDBIX C PasHbiM
CPOKOM recTauum.

OAHWM 13 OCHOBHbIX UHAMKATOPOB HU3KOW MMHEpanu3auuy ckeneta v HapyLweHUAa NpoLeccoB
peMOAENNPOBaHNA KOCTW Yy HeLJOHOLLEHHbIX, ABNAETCA WenoyHan docdaTtasa, NpeAacTaBneHHas y mna-
[EeHLEB B OCHOBHOM KOCTHOW n3opopmoii (90% oT nokasatens obuen wenoyHomn ¢ocdarasbl), 4to no-
3BOJIAIET PAacCMaTPMBaTb AaHHbIN GePMEHT KaK CKPUHWHIOBbIN TECT JOCTYMHbIN B PYTUHHOW MpaKTUKe
HeoHaTosora.

LIENIb HACTOALLEIO UCCNEAOBAHUA — npoaHanvsnpoBaTb $paKTopbl prcKa OCTeoneHum
Y HEAOHOLLEHHbIX HOBOPOX/EHHbIX.

MATEPUAJIbI U METOAbI UCCNIEAOBAHMUA. BoinonHeHO peTpocnekTBHOE OAHOLIEHTPOBOE
onucaTeNibHOe McCrefoBaHWe, BKOYalolwee aHanu3 85 ncropuii 60n1e3Hn HefOHOLWEHHbIX HOBOPO-
JKAEHHbIX C OYEeHb HU3KOW U 3KCTpPeManbHO Hu3Kon maccon Tena (OHMT n SHMT), rocnutanusmpo-
BaHHbIX B OTAeNeHne NaToNorMm HOBOPOXKAEHHDbIX M HefoHOoLWeHHbIX feTteln KIBY3 «KKKLIOMI». Kpu-
TepUAMU BKIIOYEHUA [J1 OCHOBHOW (LienieBoi) rpymnnbl Obin yBENMYEHHbIe 3HaYEeHUs1 CbIBOPOTOUHOMN
LenoyHon pocdatasbl (B OTCYTCTBMM AAHHBIX 3@ XONecTas 1 natonoruto obmeHa 6unupybuHa), nosso-
nuewmne chopmmpoBaTb rpynny n3s 45 HegOHOLEHHbIX (MeAnaHa rectalMOHHOro Bo3pacta — 27 Hep
[min — 24, max — 32]). [pynny KoHTpona coctasunv 40 HOBOPOXAEHHbIX C HOPManbHbIMM NOKa3aTens-
MU LWenoyHon dpocdaTasbl, CONOCTaBUMble MO BO3PaACTy (MeAnaHa recTalMoOHHOro Bo3pacta — 27 Hep
[min — 25, max — 32]), reHAepHOMY NpU3HaKy, NokasaTenam ¢u3mnyeckoro pas3smtua (oLeHKa no au-
arpamme @eHTOHa) 1 NO KNMHMYecKomy cTaTycy. CpeHWI BO3PacT XKeHLMH Ha MOMEHT HacToALel
6epemMeHHOCTM TaKXe He VMesT 3HaUMMbIX Pa3nuuniA, MearnaHa Bo3pacTa B 1 rpynne coctasuna 32 roga
[min — 17; max — 42], Bo BTopo# rpynne — 30 neT [min — 19; max — 39].

CratncTyeckas obpaboTka MaTepurasna BbINoJIHEHa C UCMONb30BaHNEM NEPCOHANIbHOTO KOMIMbio-
Tepa v npuKnagHbix nporpamm MS Excel 2016 (Microsoft Corporation, CLLIA), Statistica 8.0 (StatSoft Inc.,
CLUA). CraTuctryeckasn 3HauMMOCTb Pasfiunii MOMyYeHHbIX AaHHbIX Onpefenanacb C NOMOLYbIO KpuTe-
pueB xn-KBaapaT, YMNKOKCOHa, MaHHa-YUTHU. KpuTrnyeckoe 3HaueHne YPOBHA 3HaUMMOCTU NPUHUMA-
nocb paBHbIM 5% (p<0,05).

PE3YJNIbTATbl UICCNIEAOBAHMUMA. Ha nepBom 3Tane nccnefoBaHna OLeHNBaNMCb NpeHaTanb-
Hble GaKTopbl PUCKa Pa3BUTUA OCTEOMEHUN. MI3BECTHO, UTO BaXKHbIM YC/TOBMEM afleKBAaTHOIO BHY-
TPUYTPOOHOro TPaHCMopTa KanbUnA K Naofy ABAAETCA bnaronpuAaTHoe TeueHne 6epeMeHHOCTN
1 HopMaJsibHoe QYHKLMOHMPOBaHMeE MaLeHTbl. YUMTbiBaA CBA3b aKylIepPCKOro aHamHe3a matepu
C nocnegyoWmUm HapyweHnem ¢ochopHO-KanbLMeBoro o6MeHa y HOBOPOXAEHHbIX, HAMU U3yue-
Hbl OCHOBHble GaKTOpbl, NpeapacnonaraoLme K pasBuTO pacCMaTpUBaeMoi NaToNOrMn: Hanuume
nnaueHTapHbIX HapyLeHUn, NPe3KNancus, caxapHblil anabeT, kypeHue, 3BYP nnoga. YctaHoBneHo,
UTO YKa3aHWsA Ha MaToNoruio NiaLeHTbl OTMeYanncb B 06enx rpynnax, npu 3Tom XpoHuyeckas de-
ToMnaueHTapHaA HeAOCTaTOYHOCTb PErNCTPUPOBaNach Yalle B NepBoii rpynne — 23 6epemeHHbIX
(51%) npoTme 14 xeHwWwuH (35%) KoHTponbHOM rpynnbl (p < 0,05). YacToTa XopMoamMHMOHWTa B pac-
CMaTpuMBaeMmbIX rpynnax He nmena JOCTOBEPHbIX pas3fnunii u coctasuna 4,5-7%. MNpesknamncua
n TabaKOKOKypeHVe perncTpupoBanocb C NPUMEPHO OAMHAKOBOW YacToTon 22-27% cny4vaes
B 0beunx rpynnax.
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Ha BTOpOM 3Tane uccnefoBaHUs OLEHVBaNMCh NOCTHaTasbHble GpaKTopbl, Mpeapacrnonarawme
K pa3BUTKIO OCTEOMNEHUN: HU3Kasa Macca Tena, VBJI, nonyyeHne MeuKaMeHTOB, HapyLualoLwyx meTabo-
nu3m Kanbuua, BJ11, akT NponoHrMpoBaHHOro NapeHTepanbHOro NMTaHNA.

Mpw oLeHKe COCTOAHUA HOBOPOXAEHHOTO 3afepKKa BHYTPMYTPOOHOro pa3BmTUsA Nioga no rmno-
nnacTyeckomy TUMy BbisiBfieHa y 15 HeJOHOLLEHHbIX HOBOPOXKAEHHbIX (33%) nepBow rpynnbl Ny 9 mna-
AeHues (22%) BTopol rpynnbl. MearaHa Maccbl Tena npu poXXAeHNN y HeJOHOLIEHHbIX MePBOW FPyMMbl
coctasuna 850 r. [min — 540; max — 1200], Bo 2 rpynne — 950 r. [min — 780; max — 1190].

Mo paHHbIM UCcCeaoBaHUA pecnMpPaTOPHYIO NOAAEPXKKY nosyyanm 42 mnageHua (93%) n3 Leneson
rpynnbl 1 35 (87,5%) naumMeHTOB U3 rpynnbl KOHTPoNA. BaxHo, uto npoponxutenbHocts AUBJT 6bina
B 2,8 pa3a JosbLUe Yy HOBOPOXAEHHbIX NepBON rpynmbl U coCTaBuna B cpeaHem 11 aHel npoTus 4 aHen
BO BTOPOW rpynne.

Pe3ynbTaTbl Halwero nccnefoBaHUsA Nokasanu 6onee BbICOKYIO YacTOTy CrlyyaeB BPOHXONEroyHom
aucnnasum (BJ1) y HepoHoLWweHHbIX 1 rpynnbl Yale — 77% nNpoTuB 52% He[OHOLEHHbIX 13 BTOPON
rpynnbl (p<0,05). Mo MHeHUIo psiga aBTOpPOB Ha dpoHe dopmmnpoBaHna BJ1[] y HeAOHOLWEHHbIX MOXET
YBENIMUYMNBATHCA YaCTOTa OCTEONEHU BPOHXONErOYHON ANCNIa3mnen, Npy STOM TPUITEPOM KOCTHbIX Ha-
pyLeHWIn ABNAETCA NOBbILWEHHAA NPOAYKLMNA NPOBOCNANNTENbHbBIX LUTOKMHOB C NOCNeAytoLen akTu-
BaLMel OCTEOKNACTOB.

M3BecTHO, uto NKC OKa3biBatoT CyLLeCTBEHHOE BANAHNE Ha CTPYKTYPY KOCTHOW TKaHW Yepes yrHe-
TeHue cekpeunn NOP-1 n CTT, cHUXKeHMe KLeyHon abcopbLmm 1 noyeyHor peabcopbumm Kanbuus,
a Takxe HapyleHne GyHKUMM 0CcTeobnacToB. YKazaHHble 06CToATeNIbCTBa NPUBOAAT K Npeobnaga-
HMIO MPOLECCOB KOCTHOW pe3opbLuumn Hap 0OCTEOMOAENMPOBAHEM N U3MEHEHUIO MUKPOAPXUTEKTO-
HUKWN KOCTW.

Mo Hawwmm paHHbIM MnageHubl 1 rpynnbl Yalie nonyvany Tepanmio CUCTEMHBIMA U UHFaNALMOH-
HbiMy TKC — 32 naumeHTa (71 %) no cpaBHeHuto ¢ 13 HefOHOLWEHHbIM (32%) KOHTPOJSIbHON rPynMbl.
MpopomxnTenbHOCTb BBeAeHUA cnucTeMHbIX TKC B cpaBHMBaEMbIX rpynnax conocTaBMma 1 coctaBuna
7+1 gHen. Tepanua nHranaunoHHbiMm FKC npofgomkanack 1011 fHel B KOHTPONbHOW rpynne v 6bina
605ee NPONIOHIMPOBAHHON Y HEOHOLLEHHbIX C OcTeorneHnen — 23+1 geHb (p<0,05).

Mo faHHbIM NUTepPaTyPbl METUNIKCAHTUHBI U MOYErOHHbIE NMpenapaTtbl CHUXAIT peabcopbuuio snek-
TPONUTOB B MOYEYHbIX KaHanbLax. MeTunKcaHTHbI UCNonb3oBanuch B obemnx rpynnax B 100% cnyyaes.
BmecTe c Tem, yKasaHHas Tepanusa y HOBOPOXAEHHbIX 1 rpynnbl oTAnyanacb 60nbluei NpofoKUTeNb-
HocTblo. Tak, MeuaHa AUTENIbHOCTY NledeHmns KoderHom B 1 rpynne coctaBuna 40 gHeil, BO BTOpOW
rpynne — 29 fHeii. [lona aeteir, noTpe6oBaBLWUX Tepanuio AUypeTUKamu, coctaBuna 24% B 1 rpynne,
npoTne 17% B rpynne KOHTPONA, C MeANaHON NPOACIKUTENBbHOCTY NledeHna 31 aeHb 1 17 gHen cooT-
BETCTBEHHO.

BakHyto ponb B pa3BUTUM METABONMYECKUX HAPYLLIEHWNIA KOCTHOW TKaHU UMeeT nuTaHue. B HacTon-
LL|eM nccnefaoBaHNM pacCMOTPEH BO3MOXHbIV BK1aA NPONOHIMPOBAHHOMO NapeHTepasnibHOro NUTaHus,
npy KOTOPOM MMeeTCA HefoCTaToOYHoe MOCTyneHne (JOoNnyCTUMbIA NOPOr BHYTPUBEHHOW JOTaLun)
1 CHUXKEHHOE YCBOEeHMe KanbLus 1 Gochopa, B CHUKEHVE MUHEPaM3aLUI KOCTHOM TKaHW. PesynbTaTbl
nccnepoBaHnA nokasanu 6onee AnuTenbHOE NOMHOE U YacTUYHOE NapeHTepasnbHOe NUTaHUA Y Mia-
AeHues B 1 rpynne no OTHOLWEHWIO K Fpyrne KOHTPONSA, B CPeAHEM Ha 5-6 [He, UTO MOXeT ObITb NpUUK-
HOW nocrefyioLero HapyLeHus MeTabosim3mM B KOCTHOI TKaHUW 1 MOBbILWEHNEM LienoyHoi docdaTasbl
Y HELOHOLLEHHbIX.

Ha TpeTbem 3Tane nccnefoBaHMA U3yyeHbl 1 COMOCTaBEHbI KIIMHMKO-NabopaTopHble 0CO6eHHO-
CTV NaLMEeHTOB B M3y4aeMblX rpynnax.

Mo AaHHbIM NUTEPATypPbl, OCTEONEHUA Y HEJOHOLWEHHbIX NPOTeKaeT B GONbLUMHCTBE CllyyaeB
6eccmnToMHO. OCHOBHbBIM AMArHOCTUYECKMM KpUTepruem meTabonnyeckon 6051e3HN KocTeln AB-
nAeTcs 6bICTPOe HapacTaHve B AVHAMUKE Y 3HAaUUTENIbHO MOBbIWEHHbIN YpPOoBeHb 0bLel Wwenoy-
Hoi pocdaTasbl, UTo 06YC/IOBNEHO NpPeobajaHNeM y MiageHUeB KOCTHOW n30¢popmbl. PesynbtaTbl
npoBeAEHHOTO NCCIIeAOBaHNA NOKa3anu, YTO YPOBeEHD LienovyHon ¢pocdaTasbl xapakTepusoBanca
YCTOMUYMBLIM MOBbIWEHVEM, KOTOPbIN PEerncTpupoBancsa B TeUeHWe BCero nepuopa HabnopeHus
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B HECKOJbKIX JTabopaTopHbIX 06pasLax, MeamaHa nokasaTens coctaBuna — 943 Eg/n [min — 600;

max — 1784].

Jpyrum CKpYHWHIOBbIM MapKePOM HapyLLeHHOro MeTabosIM3ma KOCTHO TKaHw, aBniaeTca pocdop.
Mo MHeHUIO psAAa aBTOPOB, YPOBEHb CbIBOPOTOUHOTO PpocaTta MeHee 2 MMOJIb/N OTpaxaeT PUCK OCTeo-
MeHuK, a KOHLeHTpaLua MeHee 1.8 MMonb/n TpebyeT NpoBeAeHNA ANAarHOCTNYECKOW peHTreHorpadum
KocTeii. Mo Halmm AaHHBIM KOHLeHTpauua ¢ocdopa KpoBM COOTBETCTBOBANA S1abopaTopHOI HOpMe,
HO 6blna HUXKe pedepeHCHbIX 3HaYeHN y 75% 06cieaoBaHHbIX, NPy 3TOM Y 25% nauneHToB MokKasa-
Tenb OKasanca Huxe 2.0 mmonb/n, a y 50% peteir yposeHb pocdopa 6bin meHee 1.8 MMOb/J, UTO YKa-
3bIBAET Ha BbICOKMI PUCK Pa3BUTUS MeTabomyeckoin 601e3HN KoCTeil.

YpoBeHb KanbLua npu 0CTEONEHUN 06bIYHO OCTAeTCA B HOPME WJIN He3HaUMTEeIbHO NOBbILLa-
€TcA, YTO 0OYC/IOBJIEHO KOMMEHCATOPHbIM yBennyeHrem cekpeumm NTI napawnToBUAHbIMY XKese-
3amu 1 Mobrnn3aumen KanbLma U3 KOCTHOTO Aerno B KpoBb. CofepxKaHune o6Liero n MOHM3NpPOBaH-
HOro KanbLunsA B KPOBU y BCeX HEJOHOLIEHHbIX COOTBETCTBOBANIO GU3MONOrMYECKMM BO3PACTHbIM
3HayeHnAM.

Y Tpéx nauneHToB Npu MPOBeJeHUN MIaHOBOrO PEHTreHONOrMYecKoro NcciefoBaHnA onmncaHbl
MPU3HAKN OCTEONOPO3a MPOKCMAbHOTrO OTAena Metadusa nneyesbix KocTeid. [laHHble N3MeHeHVA
KOCTHOW TKaHW MpU CTaHAAPTHOW peHTreHorpadum CBUAETENbCTBYIOT O CYLECTBEHHOM CHVKEHUN
KOCTHOW Macchl (Ha 30-35%) 1 No3BONSAIOT 06CYKAaTb 3HAUNTENbHOE HapyLIeHNe MUHEPANbHOW NOT-
HOCTU KOCTel Y AaHHbIX HOBOPOXAEHHbIX.

KnuHnyeckne nposBneHna octeoneHn B BUAe nepesioma j1eBoil Jiy4eBo KOCTu 3aperncTpmpo-
BaHO TONbKO y OJHOrO nauueHTa, npu 3ToM yposeHb 25(0H)D3 y 3Toro mnageHua cOoTBETCTBOBA
HOpMe U cocTaBun 76 Hr/mn. [laHHble 0COBEHHOCTU MOATBEPXKAAIOT KOHLENLMio GOpMUPOBaHUA Me-
XaHW3MOB rMAPOKCUNNPOBaHMA BuTaMrHa D y nnopa K 24 Hep BHYTPUYTPOOGHOro pasBuTUA U BO3-
MOXHOCTN CaMOCTOATENIbHOIO CMHTE3a KanbLuamnona npy agekBaTHOM NOCTYMNEHUN MaTePUHCKOro
xonekanbunpepona.

BbIBOJbl.

1. K Hanbonee BepOATHbIM aHAMHECTUYECKUM daKTopaM prCKa pPasBUTUA OCTEONEHUN HEAOHOLLEH-
HbIX ClleayeT OTHECTU NPU3HAKM aHTeHaTalbHOro Hebnarononyuns (XxpoHuyeckas gpeTonnaLeHTap-
HaA HeAOCTaTOYHOCTb, CaxapHbIl AnabeT MHCYNIMHO3aBUCUMBIN), @ TaKXKe coueTaHne HeJOHOLLEH-
HOCTW C 3afi€PXKKOI BHYTPMYTPOOGHOIO pasBMTUA MO rMMOMNIacTUYeCcKoMy THMy.

2. TocTHaTanbHbIMK PpaKTOpamu, CrOCOOCTBYIOLLMMI MOBbILLEHUIO PUCKA OCTEOMEHUN, MOXKHO CUU-
TaTb MPONOHIMPOBaHHOE NpumeHeHue UBJ1, npyem MKC, AnypeTnKoB 1 MeTUIKCAHTUHOB.

3. TosbiweHye wenoyHol $pocdatasbl y HeJOHOLIEHHbIX HOBOPOXAEHHbIX XapakTepur3yeTcsa yCTon-
UMBO BbICOKMMM 3HAYEHUAMMU B COYETaHNU CO CHUMKEHMEM YPOBHSA Ppocdopa Npu HOpMasnbHbIX 3Ha-
YeHUAX KaNbLnA B CbIBOPOTKE KPOBMU.

4. KnuHuueckne nposBneHNa oCcTeoneHnn BbiABneHbl y 1 HOBOPOXAEHHOrO (Mepenom Jiy4yeBon Ko-
CTU) NPY HOPMarnbHbIX NMoKa3saTenax Kanbuua u pocpopa 1 aieKBaTHOM 0b6ecreyeHHOCTH BUTaMm-
Hom D3.

.
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KNMHUYECKUIA CYYAN CEMENHOM AYTOCOMHO-AOMUHAHTHOM
rMNOKANbLVEMUN

W.10. KoBanbuyk, J1.C. Co3aeBa, M.A. KapeBa

OrbY «HayuoHanbHeIl MeduyUHCKUU ucciedosamesnsbckuli yeHmp 3HOOKpuHoiozuu» MuHzopasa
Poccuu, Mockeaa.

BBEAEHUE: AyTOCOMHO-AOMMHAHTHAA rmnokanbumemuna (cemenHasa runokanbuMemus, runep-
KanbLpuypuyeckas rurnokanbuymemisa) — 3To rpynna peaknx HacneAcTBEHHbIX 3aboneBaHui, CBA3aH-
HbIX C HapyLIeHVemM paboTbl KanbLMn-uyBCTBUTENILHOTO peLenTopa (akTUBMPYOLLME reTepPO3NToTHbIE
MyTauum B reHe CASR) nnu HapylueHreM NoCTPeLenTopHOro CUrHanvHra, Kotopas Xxapakrepusyercs
rmnoKanbunemmnen, OTHOCUTENbHON rmnepKanbLuypue  HOPManbHbIM/CHVXEHHbIM YPOBHEM napat-
ropmoHa. Lienbto nybnunkauum ABnAeTCA onvcaHne CeMenHOro KIMHNYEeCKoro ciyyas.

OMUCAHUE KITMHUYECKOIO CNYYAA: MauveHT K. 10 neT: Bnepsble CyAopor oTMeYanmcb Ha BTO-
pble CyTKI MOCNE POXAEHUSA, B CBA3M C YEM MOTyya MPOTUBOCYLAOPOXKHYIO Tepanuto 6e3 NoNoXUTeNbHOro 3¢-
dekTa. B 6 net BnepBsble 3adrKcpoBaHa runokanbLmemMns (KanbLmii o6wmin 1,62 MMonb/n), HU3KWIA ypoBeHb
napatropmoHa (0,57 nmonb/n). HasHaueHa Tepanua anbdakanbumponom. B 7 net obcnegosaH 8 HMULL sHpo-
KPVHOMOrMM 1 Ha OCHOBaHUI MOBbILLEHNE SKCKPELMM KabLya C MOYOW (KanbLyin/KpeaTUHUHOBDIN MHAEKC
Moun 1.0512052) Ha doHe rnokanbLmeMin (KanbLyii MIOHU3MPOBaHHbIN 0,9 MMONb/N) 3anofo3peHa cemen-
Has ayTOCOMHO-JOMMWHAHTHaA rMnoKanbLmemms. Takke y naumeHTa obHapy»eHbl HayarbHble NMPosABNeHNs
HedpoKanbLmHo3a ¢ HopmanbHo CKD, 3agepka pocTa (SDS pocta — 2,2) 1 nerkoe otctaBaHne NCUXOMOo-
TOPHOTO Pa3BUTYS. AyTOCOMHO-AOMUHAHTHAA rMMoKanbLemMmns Obina NoATBEPXKAEHA NaLMEHTY U ero MaTepu
Ha OCHOBaHUM o0bHapy»keHws B reHe CASR retepo3nrotHon myTauum c.344 358del TTGCTCAAAACAAAA p.116
120delAQNKI (MyTaums paHee He onucaHa) Ha doHe Tepanum anbdakanbLyaonom 1 NogAepaHum YpoBHsA
VIOHU3MPOBAHHOTO KanbLnsA KPOBM B pomeyTke oT 0,8 o 0,9 MMOb/N y NaLmMeHTa He OTMeYaeTCs CyA0pOX-
HOro CYHAPOMa, HET rMnepKanbLnypum, He HapacTaloT NPOoABNeHNA HedPOKaNbLMHO3a.

NMPU OBCNIEAOBAHUU MATEPU NALMEHTA: 6eccMnTOMHas runokanbumemus (Kanbuui no-
HU3MPOBaHHbIN 0.77 MMONb/N, NapaTropmoH 15,6 nr/mn/, Kanbunin/KpeaTMHUHOBBIN NHAEKC Moun 0.34).
CynopOXKHOro CMHAPOMA Y MaTepu HUKorfa He 6bino. Tepanuio B HAaCTOALMIA MOMEHT He Monyuvaer,
BO Bpems 6epeMeHHOCTM BTOpbIM pebeHKoM nosyyana Tepanuio anbdakanbLyngonom.

MaumeHT B. (pogHon 6pat nauueHTa K.) 1 roa: pofbl nyTem Kecapesa ceyeHust Ha 36-37 Hep B CBS-
31 C NpeXXAeBpeMeHHO OTCNIONKOM nnavueHTbl. C TAXKeNbIM rMnokcnyeckum nopaxkeHvem LIHC Haxogunca
Ha VIBJ1 B TeueHue 8 cyT. Cyfopory oTMeuanuch C poXKAEHUA, B NePBble CyTKU KM3HY BblAiBIEHa rMnoKanbLye-
MVAl, THULMMPOBaHa Tepanua anbdakanbLmaonom 0,25 MKr/cyT. B TeueHne nepBoro rofa »u3Hy oTMevanuchb
eXe[iHeBHble CracTnyeckue cygopory 6e3 notepu co3HaHUs, ypoBeHb KanbLms He nccnegosancs. B HMAL
SHAOKPUHOMOMMK 06CefoBaH B 1 rof — 06Hapy»KeHa BblipakeHHas rMnoKanbLmeMns (KanbLyii MOHU3UPO-
BaHHbI 0.77 MMONb/N, NAPaTropMOH 3,97nr/mMn, KanbLuUiA-KpeaTUHUHOBbIV MHAEKC Moun 0,62). YuuTbiBas Ha-
NuKe y cTapluero 6pata U MaTepyi reHETUYECKU MOATBEPXKAEHHOW CEMENHON MMMOoKanbLMEMIN, NaLMEHTY
6blsla yCTaHOB/IEHA ayTOCOMHO-JOMVHAHTHaA rMnoKanbLmemus, nccnegoBaHue reHa CASR B paboTe. Takke
y NaLmeHTa BbipaxeHHas 3afiepka pocta (SDS — 4.09), BblpaxeHHbI HedpoKanbLMHO3 co cHkeHrem CKO
Ao 50 mn/yac. Ha doHe koppeKkumm [o3bl anbdakanbLyaona 1 NOBbILLEHUN YPOBHSA KanbLma Kposu o 0,95
MMOJIb/N CY[OPOT HET. Y NaLyeHTa TakXKe MMeeT MeCTo BbipaXKeHHOe OTCTaBaHM1e NCYXOMOTOPHOTO Pa3BuTUS,
MuKpoLedanus, Haubonee BepoATHO, Ha GOHe TAXKeNoro neprHaTanbHoro nopaxeHus LIHC.

Y pogutenei matepu aeteil HopmoKanbLuemms n MyTaumin B reHe CASR He o6Hapy»KeHo.

BbIBO/lbl: Hamn onucaH cemeinHbii cnyyat ayTOCOMHO-AOMWHAHTON runokanbymemun. na aaH-
Horo 3a6051€BaHUA XapaKTepPeH NONMMOPGU3M KIIMHUYECKOWN KapTWHbI OT 6eCCUMNTOMHOTO A0 TAXENOo-
ro TeYeHus, YTo MPOAEMOHCTPUPOBAHO B HalleMm cryyae. [Moabop Tepanuu Bbi3blBaeT TPYAHOCTY B CBS-
31 GbICTPbIM HapacTaHWEM FUMepKanbLMypun U HapylleHneM GpyHKLMU NoYek, a naToreHeTmyecKas
Tepanua (annoctepuyeckme mogynaTopbl peuentopa CASR) B HaCTOALWMIA MOMEHT HAaXOAATCA B NPO-
Liecce pa3paboTKuM N KNNHNYECKUX NCCIEROBAHUIA.

KJTFOYEBBIE CJTIOBA: cemeliHas unokansyuemus; 2eH CASR; kanbyuli-yyscmeumesibHbil peyenmop; 2uno-
napamupeos, 2unepkasnbyuypudeckas 2unokaabyuemus, aymocomHo-00MUHAHMHAA 2UNOKaIbyuemMus
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POCTOBON NPOO®UJIb Y HEQOHOLUEHHbIX AETEA, POXXAEHHbIX MANIbIMU
K CPOKY FECTALIMA

T.B. KoBaneHko, A.A1. lOanuknn, U.H. NMeTposa

@rbOY BO Uxesckaa 2ocydapcmeeHHas meduyuHckas akademus MuHzopasa Poccuu, 2. Mixesck,
Poccutickas ®edepayus

AKTYAJIbHOCTb. HepgoHoleHHOCTb B coueTaHUN C 3afiePXKKO BHYTPUYTPOOHOTO pasBnTUA AB-
NIAETCA NOTEeHUManbHbIM GakTOPOM prcKa HebMaronpUsATHOro POCTOBOrO NPOrHo3a. APryMeHTUPOBaH-
HbIX JAHHbIX M0 3TO Npo6emMe HefLOCTaTOUHO.

LLEJIb: /13yunTb nokasatenu pocTa y HEJOHOLEHHbIX feTel, POXAEHHbIX MaJIbiIMU K CPOKY recTa-
Luw, B nepBble 5 neT KnsHu.

MATEPUAJIbl U METObl. B npocnekTuBHOe ncCnefoBaHme BKIIOYEHbl HEOHOLWEHHbIE, Manble
K CPOKy rectaumu (ocHoBHasa rpynna, n=100) n HefOHOLIEHHble, COOTBETCTBYIOLIME CPOKY rectauum
(rpynna cpaBHeHMsA, n=69) c pa3geneHnem nx no rectTayMoHHOMY BO3pacTy (32-36 Hepg 1 22-31 Hep).
KoHTponb nokasartenei pocta nposoawnca 1 pa3 B 6-12 mec, B nepBble 2 rofa XM3HW — C yYeToMm
KoppurnpoBaHHOro Bo3pacta. PacueT SD pocTa npoBoguicsa ¢ ncnonb3oBaHuem nporpammbl Anthro
(WHO, 2009). Pe3ynbTaThl NnpeacTaBneHbl B BUAe MefnaHbl U MHTEPKBaPTUIbHOMO MHTEPBana C OLeHKON
[LOCTOBEPHOCTU Pasnnyunii no Kputeputo MaHHa-YUTHW.

PE3YJIbTATbI. NcxopHble nokasaTteny AnuHbI Tena Npu poXAaeHUN y HeJOHOLWEHHbIX AeTeil oc-
HOBHOW rpynmnbl 6b11 BOCTOBEPHO (P<0,05) HUXKEe 3HaueHWiA B rpynmne CPaBHEHUA U COOTBETCTBOBA-
N1 Npu cpoke rectauun 32-36 Hep B cpepHem 44,0 [43,0; 45,0] cm (-1,0 [-1,5; -0,4] SD), 22-31 Hep —
34,0 [31,0; 36,0] cm (-1,0 [-1,7; -0,4] SD). B TeueHve nocnepymouiero 5-netHero nepuoaa HabnogeHns
LeTW, POXKAEHHbIE MaNbiMK K CPOKY recTauuu, MMenn 6osiee HU3KMe NoKasaTenn pocTa B CpaBHEHWM
¢ 0b6cnefoBaHHbIMK, COOTBETCTBYIOLLMMY MPU POXAEHMMN recTalMOHHOMY BO3pacTy. B Bo3pacte 5 net
nokasatenu ux pocta coctasunm 104,5 [99,5; 108,5] cm (-1,1 [-2,1; -0,2] SD) n 108,0 [104,0; 110,5] cm
(-0,3 [-1,3; 0,2] SD) cootBeTcTBEHHO (p<0,05).

BbisiBNEHbl 0CO6EHHOCTV POCTOBOTO NPOdMIIA C yUETOM reCcTaLloOHHOro Bo3pacTta. HeloHoLeHHble
[eT OCHOBHOW rpynnbl C reCTalMOHHbIM BO3pacTom 32-36 Hep AOCTMrany nokasaTenen rpynrbl cpas-
HeHus K 4 rogam xu3Hu. Mpu cpoke rectaumm 22-31 Hep [OCTOBEPHO Honee HU3KME 3HaUYeHWs poCcTa
Y HUX PerncTpupoBanich B TeYEHVe BCEro 5-NeTHero nepriofa HabnogeHus.

Hanbonee 3HauMmble C MPAKTUYECKON TOUKM 3pEHNA pe3ynbTaTbl MOyYeHbl MPU CPAaBHEHUN MO-
KasaTenen pocTa Co cpefHenonynAUMOHHbIMU 3HaueHnaMU. C Bo3pacTa 1 rof BblpaXeHHbI gedbuumt
pocTa (-2,0 SD 1 HXe) oTMeuanca TONbKO y feTel, POXAEHHbIX MaJibIMU K CPOKY recTaumu. Tak, B 4 roga
neduumut pocta umenu 24,2% pfeteli € reCTalMOHHbIM BO3pacTom 32-36 Hep 1 53,3% — C rectauyoH-
HbiM BO3pacTom 22-31 Hep, B 5 neT — 24,2% 1 33,3% COOTBETCTBEHHO.

BbIBObl. HejoHoLWweHHble [T, poXAEHHbIE MaNbiMU K CPOKY recTaLmmn, oCO6eHHO Npu rectauu-
OHHOM BO3pacTe 22-31 Hefj, UMeIoT HeGNAroNpPUATHbIN POCTOBON NPOGUIb B NEPBbIE 5 NET XKU3HW, UTO
onpependeT HanpaseHye AanbHenWnx NccefoBaHnn.

12-13 viong 2021 1. 137



CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

OMbIT NIPUMEHEHUA TPUNTOPEJINHA 11,25 MI'Y BETEW C NPEXXAEBPEMEHHbIM
NnoNoBbIM PA3BUTUEM

0.B. NNarHo', M.E. TypkyHoBa', E.b. bawHuHa?, T.E. KopbiTKo?

'Cankm-lemepbypackuti 2ocydapcmeeHHbIl neduampudeckuli MeOUYUHCKUU yHUsepcumem.,
2. CaHkm-llemep6byp2
2PedepanvHoe 20cy0apcmeeHHoe b100xemHoe 06pazosamesibHoe yupexoeHue 8biclue20 06pa3o8aHus
«Cesepo-3anadHeili 2ocydapcmeeHHbIl MeduyUHCKUl yHusepcumem um. M.U. MeuHukosa»
3Cankm-llemep6ypazckoe 2ocy0apcmaeHHoe 6100emHoe y4YpexoeHue 30pasooxpaHeHus «[lemckas
20p00cKas NoNUKIUHUKA N 44», 3HOOKpuHoo2u4eckuli yeHmp 0715 0emeti U NOOPOCMKOB.

BBEAEHUME. B neuenun MNP ueHTpanbHOro reHesa MCnonb3yloT npenapatbl rpynnbi ATHPT
(aroHMCTbl rOHaAOTPONWH-PUAN3NHI FTOPMOHA), GapMaKonornyeckoe AeNCTBUE KOTOPbIX OCHOBAHO
Ha fleceHcmbunmsauuy runodusa K CTUMyMpYloLemMy BO3AENCTBUIO FOHAAOTPOMUH-PUSIM3NHT rop-
MoHa. B CaHkT-leTepbypre neyeHve ueHtpanbHoro MNP AMHPT npoBoanTca ¢ 2002 r npenapaTtamu
TpuntopenuHa 3,75 mr n ¢ 2016 r. — Takxe npenapaTtamu TpuntopenuHa 11,25 mr.

LENb NCCNEQOBAHUA. OueHntb 3¢dEKTUBHOCTb M NepeHocuMocTb TpuntopenuHa 11,25 mr
y Aeten c MNP npw nepesofe ¢ TpuntopenuHa 3,75 mr n npu Havane Tepanuu MNMP ¢ TpuntopenvHa
11,25 mr. Kputepun 3o dektBHoCTH Tepanum ATHPT nponoHrnpoBaHHOrO AeNcTBUA COOTBETCTBOBA-
nn Poccuincknm depepanbHbIM KIMHUYECKUM peKoMeHAaumam (NPoToKonam) No BefeHNo NaLneHToB
C NpeXAeBpemMeHHbIM MOIOBbIM Pa3BUTUEM.

MATEPUAJIbl U METOJb. NpoBefeH aHanu3 pesynstatoB HabnogeHna 10 AeBoyek C ugmonatu-
yeckum MMMP, nonyyaswmx Tepanuio TpuntopennHom 3,75 Mr B CTaHAAPTHOM pexume 1 pa3 B 28 aHen
1 nepesefeHHbIX Ha TpuntopenuH 11,25 Mr ¢ nHbeKkumen npenapata 1 pa3s B 3 mec (1-a rpynna naun-
eHTOoB) 1 10 yenoBsek (8 feBoYeK 1 2 ManbyvKoB) C BriepBble yCTaHOBNEHHbIM AuarHosom [P, koto-
pbiM HavyaTa Tepanua TpuntopenuHom 11,25 mr (2-A rpynna naumeHToB). [1na cTaTUCTMYeCcKoro aHanmsa
3¢ dekTuBHOCTM ATHPI NPONOHIMPOBaHHOIO AENCTBUA ObIN B3ATbl AaHHbIE amMOYyNaTOPHbIX KapT na-
umeHToB ¢ MNP 3a nepuop HabnogeHna B TedeHne 12 Mec: 06bEKTNBHOe 06C/IefoBaHNe C OLEHKOM
dU13Myeckoro 1 NONOBOro PasBUTUA; peHTreHorpadumn KUCTeN C OLLEHKOW KOCTHOro Bo3pacTa (KB), rop-
MOHanbHoe obcnefoBaHue: 6a3anbHble ypoBHU GONNMKYyNnoCTUMYnMpYytoLero ropmoHa (OCK), noten-
Husnpytowwero (1), actpagmona (32), TectocTepoHa (y ManbymkoB) 3a 1-3 HA A0 NIAHOBOWN NHbEKLUK;
JaHHble Y3 opraHoB Manoro Tasa y AeBOYEK U ANYEK Y MaJIbYNKOB;

PE3YJIbTATbI. B o6enx rpynnax naymeHTOB KAMHUYECKMX MPU3HAKOB MPOrpeccmpoBaHms ny-
6epTaTta He Habnoaanocb. Bce nayneHTbl KOMPoOpTHee cebsi UyBCTBOBANM NMPU PEXUME UHBEKLUIA
1 pa3 B 3 MecC: MeHbLUe Bblpaxann 6eCcnoKonCTBO nepef oyepefHON NHBbeKLUeN, CNoKoiHee Wnn
Ha npoueaypy B NOANKINHUKY. Y 60NbLIMHCTBA AeTei 13 1-/ rpynmnbl 3aMeTHbIX U3MEHEHWI CKOPO-
CTW pOCTa Npu Nepexoae Ha Tepanuio TpuntopenuHom 11,25 mr ¢ TpuntopenuHa 3,75 Mr He Habnio-
panocb. CpefHAA ckopocTb pocTa (M) y naumeHToB Ha Tepanuu TpuntopenuHom 11,25 mr n TpunTo-
penvHom 3,75 mr 6binn conocTtaBumMbl: M(ckopocTb pocTa 3,75 mr)=6+1,9 cm/rog n M(ckopocTb
pocta 11,25 mr)=5,3+1,7 cm/rof. Temn pocTa nayMeHTOB W3 2-i rpynnbl JO fleyeHusa n Ha GoHe
Tepanun TpuntopenuHom 11,25 mr coctasun 11,2+3,6 cm/rog n 5,75+1,5 cm/rog, COOTBETCTBEHHO,
YTO OTBeYaeT Kputepmto SGPeKTUBHOCTU NO CHUMKEHUIO CKOPOCTW POCTa O BO3PACTHOW HOPMbI.
CornacHo kputepusam 3ddexTnHocTy Tepanum ATHPI nporpeccuna KB gonyctuma He 6onee yem
1 rop 3a 1 rop nevenHua. B nepsoit rpynne y 8 n3 10 yenoek He HabnAaNOCb NATONOTMYECKON
nporpeccun KB. B rpynne nauneHTos, ctapTylowmx ¢ TpuntopenuHa 11,25 mr, 3a rog HabniogeHus
y 7 u3 10 geten nokasatenu KB ctabunmnsmposanuch. OueHka pesynbratoB Y3M B1-i rpynne na-
LumeHTOoK ¢ namnonatmyeckmum LIMMC nokasana, uyto AnvHa Tena MaTku Ha Tepanuy TpunTopennHom
3,75 Mr coctaBnana B cpefHem 28+7,7 mm, yepes 12 mec neyeHua TpuntopenuHom 11,25 mr noka-
3aTenv ANVHbI Tefa MaTku 6binn B npegenax 33,945,171 Mm. Y nauymeHTOK 2-11 rpynnbl Habnoganocb
yMeHbLeHne AnnHbl MaTkn: 39,9+6,2 Mm o neveHna u 34,2+4,4 mm yepes 12 mec Tepanuu Tpunto-
penvHom 11,25 mr. OTMeyanocb yMeHbLUEHNE Pa3MepOoB AnYeK y ManbunkoB ¢ 12 cm? o 8 cm® yepes
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12 mec ot Hauyana Tepanuu LINCC TpuntopenuHom 11,25 mr. B 1-i4 rpynne naumeHToB cpefHue 6a-
3anbHble ypoBHU JTT, Kak Ha fo3e TpunTopenuHa 3,75 Mr, Tak U Ha fo3e 11,25 mr 6b1am conocTaBrMbl
(p<0,001): M (JIT 3,75 mr)=0,92(+0,79) MME/mn; M (JIT 11,25 mr)=0,44(+0.47)MME/mn. Y nauneHToB
2-1 rpynnbl 6a3anbHble ypoBHUW JI 3a 1-3 gHA f0 HbeKunn TpuntopenunHom 11,25 Mr HaxognMnnchb
B AmanasoHe 0,47+0,38 mMe/mn. B 1-i1 rpynne 3HaveHua M (OCT 3,75 mr)=1,62 (+1,28)MME/mn;
M (®CI 11,25 mr)=1,91 (£0,95)MME/mn; BO 2-11 rpynne M (OCT 11,25 mr)=1,08+0,85 uepe3 12 mec
Tepanuun TpuntopenuHom 11,25 mr.

Y 80% naumeHTOK NepBol 1 BTOPOW rpynrbl ypoBeHb 32 He npesbiwan 20 nNr/ma Kak Ha gose
TpuntopenuHa 3,75 Mr, Tak 1 Ha fo3se 11,25 Mr. Y ManbunkoB v3 2- rpynnbl CHAXEHME YPOBHSA TeCTo-
cTepoHa ¢ 5,14 Hr/mn go 0,025 Hr/mn u ¢ 86,9 Hr/mn 0,5 HIr/Mn OTMEeYanoch yxe yepes 6 Mmec OT cTapTa
Tepanun TpuntopenmHom 11,25 mr.

BbIBOJbl.

1. MNpenapatbl ATHPI nponoHruposaHHoro fenctena TpuntopenuH 11,25 mr n TpuntopenuH 3,75 mr
3¢ EeKTUBHO NOAABIAIOT CEKPELMIO TOHaAOTPONMHbIX FOPMOHOB, 3CTPaAuosa y AeBOYeK 1 TecTo-
CTepoHa y ManbuunkoB. [MpenapaTbl AaHHON FPyMMbl 3aMeAJIAIOT YCKOPeHHOe co3peBaHue cKeneta,
4TO OTpakaeTcsA B OTCYTCTBUM MATONOMMYECKOW NMPOrpeccu KOCTHOro Bo3pacta. B gonrocpouHom
NpPOrHo3e NP1BEePXKEHHOCTb NaLMeHTOB K Ha3Ha4aeMOMy JeTCKMM SHAOKPUHOIOrOM naTtoreHeTu-
yeckoro nevenus LIMNMNC onpegenset npoprnakTnKy HU3KOPOCIOCTH.

2. Hab6niogeHue naynerTos ¢ LMMNC noka3an conoctaBrmyto 3PpeKTMBHOCTb neyeHus ATHPI nponox-
rMPOBaAHHOIO AEeNCTBUA Kak B pexunme 3,75 Mr 1 pa3 B 28 gHell, Tak U Npu Ha3HayeHun TpunTtope-
nvHa 11,25 mr 1 pas B 3 mec. [1pn 3TOM yMeHbLUEeHNe YMca MHbeKLUI NPY NCMob30BaHMK npe-
napata C ANNTeNbHOCTbIO AEACTBMA 3 MeC MOMIOXKUTENbHO BAUAIOT Ha SMOLIMOHaNbHOE COCTOAHNe
naymeHToB

3. MNpwu HabnogeHUN NaLUeHToB 3 1-i 1 2-i rpynn He 6blIO NOKa3aHWii K NpoBefeHnto npobbl ¢ ATHPI
KOPOTKOro feficTBUA Yepes 6 MeC OT Hayana Tepanuu, KOTOpoe Ha3HavyaeTCA COMHUTENbHbIX CITy-
yasx 3¢ PeKTNBHOCTY Tepanuu.

KJIIOYEBBIE CJIOBA: yeHmpansHoe npexoespeMeHHOe N01080e pazsumue, iedeHue a20HUCMAamu 20Ha-
00MPONUH-pUU3UH2 20pMOHA, TPUNMOpPeEnuH.

.
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XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

AKTF-HE3ABI/ICI_{IMbII7I TMNEPKOPTULIN3M Y DETEA C CUHAPOMOM
MAKKbIOHA-OJIBPANTA-BPAVLIEBA: MOHOLIEHTPOBOE PETPOCNEKTUBHOE
NCCNEAOBAHUE

H.B. MakasaH, 3.A. flHap, H.A. 3y6KoBa, H.l0.KanuHueHko, M.A. KapeBa, B.A. MeTtepkoBa
@rbY HMUL sHOOKpuHoMoauu, 2. Mockea

BBEJEHME. Cninapom MakKbtoHa-Onbpaiita-bparniuesa (MOB) — peakoe mynsTucmctemHoe 3a60-
fleBaHVe, MPOABNSAIOWEECs NATHAMYN Ha KOXe LBeTa «kode-c-Mosiokom», prbposHoin ancnnasuven (OL)
KOCTel 1 aBTOHOMHOW runep®yHKLMer SHAOKPUHHBIX Xenes, n3 KoTopbix cnHapoma KylmHra (CK) as-
NIAETCA KpaHe pefKnM 1 OOHUM U3 CaMblX Tsxkenbix nposasneHnit MOB. OcobeHHocTbio CK npy MOB
ABnAeTCA MaHndecTauua 3ab6oneBaHnA B NepBble MeCALbl XN3HN BCIeACTBYE aBTOHOMHOM rnunepdyHK-
uun deTtanbHOW KOpbl HaanoyYeyHuKoB. Mpu oTcyTcTBUM nedeHna CK NprBOAUT K XKMU3HEYrpoXatoLwmnm
OCJIOXKHEHUAM 1 NeTanbHOMY 1CXofy, HO Takxe npu cuHapome MOB onncaHo cnoHTaHHOe HMBENUPO-
BaHue CK v BcTpeyatoTtca cnyyamn pemuccun CK nocne ogHOCTOPOHHeN agpeHanaktomum. OcobeHHoCTH
TeueHus 1 UCXOA0B 3ab0NeBaHNA MOTYT 3aTPYAHUTb BbIOOP TaKTUKK BeAeHWs. PeKas yactota BCTpeya-
€MOCTM 3TOr0 KOMMOHEHTa [ieNaeT LIeHHbIM Kaxkablii onbIT BegeHus aetei ¢ CK Ha poHe cuHapoma MOB.

LIEJIb: npoaHann3unpoBaTth pe3ynbTaTbl pas3nnyHol TakTuKK BegeHmna npu CK Ha poHe cuHapoma MOB.

MATEPUAJbI U METOAbl UCCNEOQOBAHUA: peTpocnekTmBHoe nccnegosaHue getenn (0-18 ner)
¢ AKTI-He3aBMCMbIM FMNepKoOpPTULM3MOM Ha PpoHe cnHipoma MOB, Habnogaslumnxca B ®IBY HMULL
SHAoKpuHonormn ¢ 1994 no 2021 r. Cunapom MOB ycTaHaBAMBaNCA NpU HanUuMK ABYX KpuTepues
n3 Tpex. Mepudepryeckuii rMNepKoOPTULM3IM NOATBEPKAANCA coueTaHnem Hu3koro AKTI npu noBbi-
LUEHHOM YPOBHEe KOPTM30/1a B CYyTOYHOM aHasm3e Moum 1 oTpuLaTenbHON NPo6oN C AeKCaMeTa3oHOM.
[lnAa B13yanu3aumm Haano4YeyHUKoOB ucnonb3osanucb metogbl MCKT n MPT.

PE3YJIbTATbI: cuHgpom KywinHra otmeyanca B 6% cnyyaes (5/85, 3 manbunka -1, 112, M3, aBe gesou-
K — naumenTbl N4 1 N5). Y M1, M2, M4, N5 CK maHndecTrpoBan B nepeble MeCALbl XM3HW B BUAE MaTPOHN3-
Ma, CHVPKEHWA CKOPOCTU POCTa, y M1 Tak»Ke 0TMeYanucb OXXUpeHue 1 rupcyTnsm, y N2 — peumamsupyiowme
MHEBMOHUM 1 BblpaXKeHHbI AedbuunT Beca, y N5 — NHEBMOHMA Ha nepBom mecaALe »*un3Hu. Y M3 CK 6bin
yCTaHOBJIEH NPV NepBOM 06CNefoBaHMN B Bo3pacTe 8 neT (Bo3pacT MaHudpecTaumy CK HenmsBecTeH), K sTomy
MOMEHTY OTMEUANNCh «KYLUIMHIOUAHDIA» deHoTUM, ocTeonopo3. Mo gaHHbIM MCKT Bo Bcex cryyasx 6bina
noATBepXKAeHa ABYCTOPOHHAA rmnepniasna HagnoyeyHnkos. Y M1 gruarHos yctaHosneH B 2,9 neT; fo 4 net
noslyyan KeTokoHason 6e3 3¢ deKTa; B 4 roaa 6bina BbiNOHEHa O[AHOCTOPOHHSASA afjpeHan3KToMusA 6osblue-
ro HagnoyeyHuKa C NOCNeAyoLWMM yaaneHneM BTOPoro HaanoyeyHmKa B 5 neT B Buay nepcucTeHuun r-
nepkopTuum3ma. ¥ N2 anarHo3 yctaHoBeH B 4 MeC 1 TOrfa »e NpoBefeHa ABYCTOPOHHAA afpeHansKToMUA,
MeVKaMEeHTO3HasA Tepanua He NPOBOAUIACh B CBA3YU C TAXKESbIM COCTOAHMEM Ha doHe nMmyHoaeduumTa
1 nopaxeHua neveHun. Y N3 agpeHanakToMua NNaHNPoBanach Nocse BbiMOHEHUA PEKOHCTPYKTUBHOM Nina-
ctku no nosogy O[] BepxHel YentoCTy; B OXKUAAHN XMPYPIYECKOro leueHWA bl Ha3HauYeH KeTOKOHa-
301, ¢ 9 neT xm3Hu 13 Bbinan 13 HabnoAeH s, B AarnbHeLIEM CTaslo N3BECTHO O ero CMepPTY B NMOLPOCTKOBOM
Bo3pacTe. Y [14 yctaHOBNEH AnarHo3 1 NpoeefeHa ABYCTOPOHHAA afpeHanakToMmua B Bo3pacte 1,5 net. Y 5
AMarHo3 yCTaHoBJIEH B 5 MeC 11 TOTAa »e NpoBefeHa OfHOCTOPOHHAA afjpeHan3KToMuA OonbLuero Haamno-
YeyHUKa, Nocsie KOTOPOI OTMeYanacb PEMMCCUA rMNepPKoPTMLIM3MA.

BbIBOAbIl: HabntogaBwmeca ncxombl Tepanuy He NO3BONAIT fenaTb OAHO3HAYHbIX BbIBOAOB
0 npegnoyTUTenbHON TakTuKe BepeHus npu CK Ha doHe cuHapoma MOB. Pelwas Bonpoc 06 o6beme
onepaTMBHOIO BMeLLATeNbCTBa CriefyeT yunTbiBaTb BO3PACT U TAXKECTb KAMHUYECKMX MPOABAEHWUN.
CnoHTaHHaA pemMmccua nocsie O[HOCTOPOHHEN agpeHanaKkTomun y pebeHka Ao 1 roga u oTcyTcTBre
pemnccmm nocne yaaneHuns ogHoro HagrnoyeyHvka y pebeHka 3 net, BO3MOXHO, CBUAETENIbCTBYIOT O Mo-
TeHLMaNnbHON BO3MOXHOCT/ CaMOCTOATENIbHOrO H1BENNPOBAHNA FMNepKopTMLUM3Ma Ha GoHe 3amelle-
HYA dpeTanbHOM KOPbl HAAMOUYEUHVKOB Ha 3penyto TKaHb Ha MePBOM rofly »K13HW U HU3KOW BEPOATHOCTN
3¢ GEKTUBHOCTY OOHOCTOPOHHEN aipeHansKToMun y feteii nocne 1-2 net. OgHaKko AN NoaTBepxae-
HVA TaKOWN MMNoTe3bl HyXeH pacluMpeHHbIn aHanu3 AaHHbIx CK Ha doHe MOB.

KJTIOYEBBIE CJIOBA: cunopom UueHko-KywuHea; AKTI-Hesasucumeili 2unepkopmuyusm; cuHopom Mak-
KetoHa-Onbpatima-bpatiyesa
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CUHAPOM AOHAXbIO: KNTMHUYECKUI CNTYYAA

M.A. MenukaH', E.B. lay3yH?, H.I. Yenypko?, A.C.. Kupeesa?

'OrbY «<HMWL 3H0okpuHonozuu» M3 PO 2. Mockea
2[AY3 AO «Amypckas obnacmHas 0emckas KNuHuYeckas 6o/bHUYa», 2. bnazoseweHck

BBEJEHUE: npeactaBneH KAVHUYECKMI CNyyYall pefaKoro CMHAPOMA BPOXKAEHHOrO rvnepuH-
CyNuHW3Ma Yy pebeHKa C OTArOLEHHbIM HacneACcTBEHHbIM aHaMHe30oM. CrHApoM [loHaxbio y pebeHka
6bI1 3aN0f03PEH Ha OCHOBaHMM XapaKTEPHOWN KIMHNUYECKO-NabopaTOPHON KapTUHBI: MHOXECTBEHHbIE
CTUrMbI AM33MOpPMOreHesa, aTpodrsA NMOJKOXKHO-KMPOBOTO CN10A, BapuabenbHOCTb MUKEMUUN Ha PpoHe
3HAUMTENIbHO MOBBILEHHOTO YPOBHA MHCYNMHA U C-NenTuAa, rmnepTpoduyeckon Kapgmommonatuei.
B panbHewwem AaHHbIN CMHAPOM Y NaumeHTa Obin NOATBEPXKAEH MONEKYNIAPHO-FEeHETUYECKUM ncche-
foBaHuem. PebeHok ob6cnegoBaH B OIBY «HMULL s3HOOKPUHONOrN», KOHCUIMOHHO HAa3HaYeHa naTore-
HeTuyecKas Tepanms MHCYNIMHONOAO6HbIM GpakTopom pocTa 1.

KNUHUYECKUIN CNYYAN: manbumk H. B BospacTe 1 mec noctynun B FTAY3 AO «AO[IKB» u3 ne-
pUHaTanbHOrO LeHTpa C AnarHo3om: «<HeoHaTaNbHbI caxapHblii AnabeT». PebeHOK oT 6 bepemeH-
HocTu (1,2 — mep. abopT; 3 — pogbl B 2013 I. ManbuumK, ymep B 4,5 mec, (HacneacTBeHHas 6onesHb
obmeHa? lunepTpoduyeckas KapgmommonaTua), 4 — poabl B 2015r, ManbyuvK 340pOB; 5 — pofbl,
feBouka ymepna B 3,5 mec (runeptpoduyeckas Kapanomuonatus, JlenpevayHusm? MmnepuHcy-
nu3m). Pogutenn reHeTMKOM KOHCYNbTUPOBaHbI, He 06cnieoBaHbl. [laHHas 6epemeHHOCTb: Poabl 4,
B CpokK 37 Hep, onepaTuBHble. Macca npu poxaeHumn 1788 r, gnnHa tena — 43 cm. Mo Anrap 8/8 6an-
noB. Mocne poXxaeHus BbisiBNEHa runepriankemus o 7,6 MMosnb/n Ha poHe napeHTepanbHOro nuTa-
HUSA, B JMHAMUKe rI0KO3a KPpOBY NOBbIWanach snnsoguyeckn o 13,3 mmonb/n, c Bo3pacTa 27 fHein
CcTOMKaA runeprankemma ao 24,7 MMmonb/n, B LONONHUTENBHOM NCCNefOBaHUMN FTMNEPUHCYMHEMNA
(25,7 mkEA/mn), nosbiweH ypoBeHb C-nentuaa (5291 nmonb/n). Hayato TUTpOBaHMe 403 UHCYINHA
B/B NOJ KOHTPOJIEM ItoKO3bl KpoBU. O6beKTUBHbIN cTaTyc: CocToAHne pebeHKa cpefHeln Taxe-
CTW, KOMMNEHCNPOBaHO. ManbuMK NOHWXEHHOFO NUTaHWA, MOAKOXHO-XNPOBOW CJION OTCYTCTBYET.
KoXHble MOKPOBbI CMYyrJible, Cyxue, rMnepTprxo3. MHOXeCTBEHHble CTUIMbl AM33MbpUoreHesa:
npeobnagaHne MO3roBoro oTAena yepena Hajg NIMLEBbLIM, «MLO 3Mbdar, WapoBUAHbIE Fla3a, MuU-
KpPOrHaTuhs, HA3KOE PacrosioXeHne U yBelnYeHme YIIHbIX PakoBUH, 3anaBLias nepeHocuua, Hoc
yBeNNYEH B pa3Mepax, runeptTpodus COCKOB, «IATYLIAUUA» XKUBOT, BbICOKOE Hebo. lemoauHamu-
YecKmn cTabuneH, WyMm BbICTYLWMBAETCA CUCTONMYECKMn Ha BepxywKe. YCC 148 B MUH. DHAOKPUHO-
norvyeckmin ctatyc: Bec 2300 r., gnuHa Tena 50 cm. UMT 9,2 kr/m?. SDS pocta — 2,17. LutoBugHasn
Xenesa 0 cteneHn. SDS VIMT-5,13. MNonosble opraHbl cGopMUpoBaHbl N0 My»cKomy Tumy. Mo TaH-
Hep 1. B 06cnegoBaHMKN: aHeMUA NerKo CTeNeHN, MUKPoanbbyMnHypus go 66,9 Mr/n, NOBbILLEH Te-
cToCTEPOH Ao 11,2 Hmonw/n, JIT 1,88 ME/mn, ®CT 0,38 ME/Mn, MyKnpoBaHHbIN remornobuH 5,11%.
CTI — 3.1 Hr/mn. B guHammnke Hapoc yposeHb C-nentupa fo 43484 nmono/n. Mo pesynsratam TMC
BbISIB/IEHO MOBbIWEHNE TUPO3MHa, B KOHTPOJe nokasaTtenu B Hopme. IXO-KI: mMneptpodusa cTeHoK
JI’K ¢ noBbllWEeHNEeM COKpaTUTENbHOWM CNOCO6HOCTU MrUoKapaa. HegoctatouHocTb MK ¢ perypruTa-
uveil fo 2 cteneHn 6e3 n3MeHeHNA CTBOPOK. YCKOpeHMe KpoBoToKka Ha AO 3a cueT Npri3HaKoB Noj-
KnanaHHoro cteHo3a gedopmupoBaHHon MXTI1. KoHcynbTupoBaH KapAnMONOrom: CMMMeTprYHas,
KOHLEeHTpMYecKas, runeptpopuyeckan kapanommonatma, MAPC- OO0, kopoHapo-neroyHas ¢u-
ctyna? HK Il A, yrpoxaem no cMHAPOMY BHe3anHowW cmepTu. B Tepannn pekomeHaoBaHo: ANypeTnk
n 6etal-agpeHobnokaTop. B auHaMmKke coctosHne pebeHka cTabunbHoe, B Bece Npubassai nioxo.
B cBA3YM € pa3BUTUEM FMNOMIMKEMIM UHCYIIUH OTMEHEH, Habrnoganacb BaprabenbHOCTb MKemMnum
ot 1.8 go 11.3 MMonb/n, Ha GOHe SHTEPaNbHOro NUTaHUsA cMecblo. OT YCTaHOBKM HAa30racTpaabHOro
30H/1a 1 HeMpPepbIBHOTO KOPMIEHMA CMeCbio MaTb OTKasasach. bbiia npoBefieHa TenemeanLUNHCKan
KoHcynbTauma B OrbY «HMWL sHaoKprHONorum», 3anogo3peH cmuHapom loHaxbto. Mo pesynbratam
MOJIEKYNIAPHO-TeHeTNYEeCKOro CcnefoBaHmnA B 4 3k30He reHa INSR BbifiBNeH BapuaHT: HyKieoTns-
Has 3ameHa NM_000208.3: chr19-7174702-A-G, c.1015T>C (p.Cys339Arg) B rOMO3MIrOTHOM COCTOA-
Hun. locnutanusmposaH B OIBY «<HMUL SHaokpuHonornny, rae pebeHok 6bin nepesefeH Henpe-
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pblBHOE MapeHTepasibHOe MUTaHue, KOHCUIMOHHO 6blla Ha3HayeHa maToreHeTMyeckas Tepanua
MeKacepMrHOM (Mpenapart He 3apernctpuposaH B PO), Ha oHe Tepanum JOCTUTHYTa SYrNUKEMUS,
pebeHok cTan npnbaBnATb B Bece. [porHo3 HebnaronpuATHLIN. PeKoMeHAOBaHO NaniMaTMBHoe ne-
YeHue. BbinucaH Ha ambynatopHoe neyeHue.

3AKJTIOYEHUE: CvHapom [loHaxblo (JlenpeyayHusm) — peakoe ayTOCOMHO-peLecCMBHOe 3a-
6oneBaHMe, acCOLMMPOBaHHOE C MyTaLMAMM B reHe pelentopa uHcynuHa (INSR). YactoTa 3abonesa-
HUA, NO AaHHbIM NMTepaTypsbl, 1 cnyyan Ha 1 000 000 HoBOpOXAeHHbIX. OnncaH CUHAPOM BrepBble
B 1948 1. u B 1954 1. B PO nepBbilt ciiyyan aaHHoro 3abonesaHua onucaH B 2016 r.. KnuHuyeckn ans
cnHapoma [loHaxblo XxapakTepHO: 3afiepKka BHYTPMYyTPOOGHOro pa3BmTus, nioxas npubaska B Bece,
OTCYTCTBME MOAKOXKHO-KMPOBOTO C/10fl, aTPOPUA MbILL, FMNEPNUrMeHTaLMA KOXM, rMNepTpuxos.
Tak »e y Takux geTei Habno[aTCA MHOXECTBEHHbIE CTUTMbl AM33MbpHOreHesa: aHoOManbHoO 60s1b-
LMe, HU3KO MOCaXEHHbIE 1 MJIOXO Pa3BUTble YLIKW; HEOObIYHO NocKas nepeHocuua; 60MbLLON HOC,
6osbluMe TONCTble Ty6bl; MakpoCTOMUA, rMnepTenopusm. JlabopaTopHO CUHAPOM accouumpyeTca
CO 3HauMTeNbHbIM MOBbIWEHUe 6a3anbHOro uHcynMHa u C-nentuaa. JleyeHre cUMNTOMaTMYECKOE,
AJIA naToreHeTMYeckoro neveHnsa npumensetca VOP 1. MporHo3 KpaliHe HebnaronpuATHbINA: 60/b-
WMHCTBO NaLMeHTOB NOrmbaloT B TeUeHne nepBbixX ABYX JIET XKU3HW Ha GpOHe TAXKenow runotpodun
1 peumanBrpyoLmx nHgekuni. MprBefeHHbI KNMHNYECKUI CllyYail AeMOHCTPUPYeT 0COBEHHOCTH
TeueHNsA cmHApoma [loHaxblo y pebeHKa. PaHHAA reHeTnyeckas BeprmKauma AaHHOIO CUHAPOMa
Heobxoauma ans npoBefeHus auddepeHLmanbHON ANarHOCTUMKU C apyrumMn Gopmamm caxapHoro
AunabeTa, onpefeneHnA TakKTUKM BeAeHUA TakNX NaLMeHTOB. BaxHoe MeCTo 3aHUMaeT MejuKo-reHe-
TUYeCcKoe KOHCYNbTMPOBaHMe, Kacatoleeca AasibHelnlero niaHNpoBaHUA CeMbU.

KJIIOYEBBIE CJ/IOBA: CuHOpom JJoHaxwlo; nenpedayHu3M; 8poxX0eHHbIl 2unepuHCyIUHU3UM; KapOUuoOMUo-
namus; MekacepmuH.
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3APABOOXPAHEHMA
POCCHIACKOW dEAEPALIMKN DIBY «HMUL, sHp0KpUHONOrUMY

MwuH3gpasa Poccuun " DHIIOKPHHOJIOTOB

L

‘ Accoumnauyms

I SHAOKPUHOOM0B
MCKASI ACCOUMALMS mw CarkT-MeTepbypra

MOCTKOBUAHDbIV BACKYJIUT Y PEBEHKA

E.l. MuxaiinoBa, O.B. CkeopuoBa, W.I. LLleBkyneHko, E.B. KanabuHa
b6Y3 COAKbB um. H.H. saHosol, . Camapa

MauwmeHT H., 3,5 neT HaxoAUNCA Ha CTaUMOHAPHOM fleyeHun B oTaeneHnn sHaokpuHonorun COAKB
um. H.H. MBaHoBo# ¢ 13.02.2021 no 26.03.2021. C 19.02 no 25.02 pebeHok Haxoauncsa B OPUT.

13.02 manbyumK ¢ npuema HeBpoJsiora NOCTYNWI B MPUEMHbIA MOKOW C xanobamm Ha pe3Ko Bblpa-
XKEHHYI0, MPOrpeccrpyoLLyto BANIOCTb, C1aboCTb, CO C/IOB MaMbl MOAVAMNCHIO (NpeanoYmnTan clagKyto
BOJY), HapyLUeHMe MOYenCryCKaH1A No TNy SHypes3a (paHee He OTMeYanochb), NO3biBbl K PBOTE, NepHo-
AMYecKoe HapyLUeHWe CTyNa, JIOXKHble MOo3bIBbl K fAedeKauum.

Mpu ocMoTpe SHAOKPUHOMOrOM B MPUEMHOM MoKoe: pebeHoK BAnbIv, cnut. Mpu nonbiTke pasby-
AUTb — KanpusHnyaeT. [010BYy He fepXnT. Ha Koxe eAVHNYHbIe SNeMeHTbl NeTexmasibHOW Cbinu, Npu-
CyTCTBYET LUeNylleHne KOXW nafoHeii, ctorn. Koxa 6neaHas, nepropbutanbHbii ymaHos. CTyn Kam-
LeobpasHbii, 63 natonormyeckux nprmecein. O6beM BbINMBAaEMON KMAKOCTU CO C/IOB MaMbl OKOJO
2 INTPOB B CYTKMW.

AAHHbBIE OBCNNIEAOBAHUA B MPUEMHOM NOKOE: rntoko3a KpoBy B Npefenax Hopmbl, He3Ha-
YnTeNbHBIN MeTabonmnyecKnin ankanos, BbipaKeHHOe CHUXKEHVE YPOBHeit HaTpmaA (123 MMonb/n) 1 XJ10-
pa (85 mmonb/n). YpoBeHb Kaniua Ha TOT MOMEHT He onpepeseH. [1o Y3 OBl — KuleuHbli nHBarnHat
(peunausmpytowwniA), yCTpaHeH KOHCePBaTMBHO. YUnTbiBasA BblpaXKeHHble SN1eKTPOIUTHbIE HapyLUeHNA
U KNUHUYECKYI0 KapTUHY, pebeHOoK Obl1 rocnTann3vpoBaH B OTAENEHMe SHAOKPVHOMOMMN C NoAo3pe-
H/eM Ha HanoYeYHNKOBYIO HEAOCTaTOUHOCTb.

B oTaeneHun, npy nocTynneHny NOBTOPHO B3ATbl SNEKTPONIUTbI: 3HAUMTENIbHOE CHUXKEHUe Kanus
(3,2 mmonb/n), HaTpua (124 mmonb/n), xnopa (86 Mmonb/n), ypoBeHb KOPTU30sa B Npefenax HopMbl. 13-
mepeHo A/l: 160/120 mm pT.cT,, nynbc 150 ya/mMmuH. [laHHble noKa3aTenn No3BoANAN UCKKUYNTb HafMno-
YeYHUKOBYIO He[JOCTaTOYHOCTb. [1pun KoHTpone A/l 1 NyNbC COXPAHANUCH Ha BbICOKMX Lindpax, pebeHKy
6bInn HasHauyeHbl MHrM6UTOpbl AMN® B BOo3pacTHOW A03e — 6e3 AnHaMUKIM. COXPaHANUCH BbiPaXXeHHble
3MeKTPONNTHbIe HapyLeHua [Npy nocteneHHOM yBennueHnn Jo3bl Al Bce-paBHO KynunpoBsanach Tpya-
Ho. CTabunusunposatb ero yAanoch TofbKo npu gobasneHnm anbda 1 6etabnokatopos. 15.02 y Manbun-
Ka Obl MPUCTYN TOHNYECKMX CYAOPOT, KyNMpoBaH B/B BBEACHNEM penaHuyma. [lanee AByKpaTHO OTMe-
Yanmcb NOBTOPHbIE 3NM30/bl CYAOPOT. B neueHnn 6binm fo6aBneHbl aHTUKOHBYbCAHTBI.

YuutbiBas uudpbl Afl, TaXKapAuio, BbipaXXeHHble NEKTPONNTHbIE HaPYLIEHUA, KITMHNYECKYIO
KapTUHY — [AMarHoCTUYeCKMi MOUCK OblN HanpaBneH Ha UCK/YEHNe BTOPUYHOIO runepanbpo-
CTepoHM3Ma, NCeBAOrMnoanbjoCcTepoHM3Ma, CMHAPOMa HeadekBaTHol cekpeuun AT, LeHTpanb-
HOro 1 HepporeHHOro caxapHoro AnabeTa, NaparaHrNVoMbl (GeOXPOMOLUTOMBI), MHTEPCTULNANb-
Horo HedpwuTa, 6onesHn Takaacy, KaBacaku, MyKoBMCLMAO3a, Y3eJIKOBOro nepuaptepunta. Mocne
npoBefeHHOro obcneaoBaHnA ObiNM BbIABIEHbI OTKIIOHEHNA: PE3KO BblpaKeHHOE yBesnyeHne
SKCKpeuun HaTpmsA C MOYOW, YBeNIYeHNe KaibLnii-KkpeaTMHVHOBOrO COOTHOLUEHMA, yBenuyeHne
KOK, nonoxutenbHbin Tutp IgG k SARS CoV-2, TpexkpaTHOe MoBbIlEHUe YPOBHE MeTaHeppHHa,
HopMeTaHepprHa CyTouHo moun. Mo pesynbtatam MPT ronosHoro mosra n KT Tynosuiya ¢ KOH-
TPacTMpoBaHNeM NaToNoOrMyecknx obpasoBaHuii He BbIABIEHO. YPOBHU cneunduyeckux n Hecnew-
ndunyecknx Mapkepos BOCMaNeHUA, TOPMOHOB HaANOYEUHNKOB, WUTOBUAHON, NapaLmMTOBULHOM
Xenes B npefenax HOPMbl.

B TeyeHue rocnuTanusauum 1 nocne MonyyYeHHbIX Pe3ynbTaToB Manbymk Obil KOHCYNbTMPOBaH
CMEXHbIMM CreLmanncTamMmu: Kapamonorom, Hegpponorom, PeBMaTosioroM, HeBpPOJIOFrOM, racTPO3HTe-
ponorm. MpoeegeHbl TMK ¢ HMUL, SHpokpuHonorun. PebeHky BbicTaBneH amarHo3: OcHoBHo: MocT-
KOBU/HbIN BaCKYNIUT, FeHepanm3oBaHHaa popma C NopaxeHnemM COCyAoB KULIEYHMKa, MoYeK, nepude-
pyYecKknx coCcyfoB, Taxenon cteneHu. MNaparaHrnnoma? OcnoxHeHua: BropnyHaa 3nokayecTtBeHHas
apTepuasnbHasa runepTeHsma 2 cteneHn. CHycoBas Taxmkapausa.

B neueHnmn manbumk nonyyan: uHrnémtopbl AMN® (112,5 mr/cyT), anbda n 6eta-agpeHobmoKaTopbl,
I'KC, aHTUKOHBYNbCaHTbI, MHPY3VOHHYIO TEPaNMIO C LieNbio KyNMPOBaHWA SMEKTPOIUTHBIX HapyLIEHWIA.

.
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B TeueHue mecsiLla Noce Ha3HaYeHHOW Tepanum COCTOsIHNE pebeHKa C BbIPaXXEHHOWN NONTOXKNTENb-
HoW AvHamuKkoln. AKTBeH, Al B npefenax HOPMbI, NPaBAa Ha NpPeXHel aHTUrMNepTeH3UBHOW Tepa-
nmn. OBHaKo Npy NOBTOPHOM ONpefeNneHn YyPpoBHA MeTaHepPUHOB CYTOUHON MOYM — COXpaHAeTCA
WX 3HauuUTesIbHON MoBbileHe. [pruyem ypoBeHb HopMeTaHedprHa cTan npeobnapath ele 6onblue.
[IByKpaTHO pebeHOK KOHCYnbTMpoBaH B SHLl — yunTbiBas NONOXUTENbHYIO ANHAMUKY B COCTOSIHAW
pebeHKa peKOMeHA0BaHO NMOCTENEHHOE CHUXEHVE A03bl MPYHYMAEMbIX MPenapaTos ¢ NocneayoLwmm
KOHTpONeM YpOBHeli MeTaHepPUHOB [/1A peLLeHUA BONpoca O fJasibHelileM NoucKe naparaHrimombl.

BbinucaH ¢ pekoMeHzauvel NocTeneHHoro cHxxeHus fo3bl NlKC, ocMoTpeH yepes 3 Hep Ha GpoHe
UX OTMeHbl. ApTepuranbHoe fAaBrieHne CTabunbHO, akTVBEH, CaMOUyBCTBME He CTpajaeTt, nonuypuu,
SHype3a HeT. KonebaHus apTepuanbHoro gasnexusi ot 105 go 115 1 65 MM pT. CT. HayaTo cHuXeHune
AHTUIMNEepPTeH3MBHbIX MPenapaTos, NPMIalleH Ha MOBTOPHbI OCMOTp Yepes 1,5 mec. B panbHenwem
NAaHNpyeTCA NOBTOPHOE onpefesieHre ypoBHA MeTaHepPUHOB.
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OTBETCTBEHHOCTb CEMbU B MPOLIECCE POCTA PACMPOCTPAHEHHOCTU
OMWPEHUA B AETCKOM BO3PACTE

E.l. MuxainnoBa, O.B. CkBopLoBa
bY3 COAKb um. H.H. MsaHosol, Camapa

BBEAEHMUE: B TeueHmne nocnefHux et pacnpoCcTPaHEHHOCTb OXNPEHNA NPOrpeccnBHO yBenu-
YMBaETCA, B TOM YNCNE N CPean AETCKOro HacenleHnA, HeCMOTPA Ha MOBCEMECTHO NPUHATbIE Mepbl:
[OMOMHMTENbHbIE YPOKN GU3KYNbTYpbl, 6ecnnaTHble CMOPTUBHbIE CEKLUW, LWKONbHOE NuUTaHue, 06-
LWMPHYIO NPOCBETUTENbCKYIO PAaboTy B WKOMAX U APYTrUX YUPeKAEHNAX, MaCcCOBYIO NponaraHay 340-
poBOro 06pasa XM3HMW B COLManbHbIX CETAX, NPOBEAEHE eXerofHbIX NPodunnakTMYeCcKmx OCMOTPOB.
MmeHHO 3Tanbl NpodurnakTMyeckux 0CMOTPOB Aanv 60NbLION NOBOA ANA Pa3MbILLIEHMA Y NOKasanu
BECOMbIe KaMHW NPETKHOBEHNA B PeLLEHUN NPOo6ieMbl N36bITKa MacChbl TeNa U OXMPEHUA B AETCKOM
BO3pacTe.

LLEJIb: oueHWTb TEHAGHLMIO POCTa OXKUPEHNA CPean AeTCKOro HaceneHus,

MATEPUAJIbl U METOAbI: npoBefeHrie eXerogHoro npodunakTMyeckoro 0CMoTpa LWKOJbHU-
KOB. BbInv oLeHeHbl NapamMeTpbl dusndeckoro passuTna 2971 pebeHka 2002-2010 r. poxKaeHUA.

PE3YJIbTATbI: /13 3Toro konuuectsa getein BbisiBneHo 425 (14%) yenoBek C M3ObITKOM Macchbl
Tena n 992 (33%) c oxupeHuem. Mpuuem pacnpoCcTpaHeHHOCTb U TOFO U APYroro 6biia NPaKTUYecKu
oflMHaKoBa BO BCex BO3pacTHbIX rpynnax (10-17 net). Obpalyaet Ha ceba BHUMaHWe npeobnafaHune
OXKMPEHUA Haf N3ObITKOM Macchl Tena, yero He 6bino 10-15 neT Ha3ah: TorAa U36bITOK Beca COCTaBnAN
10-12%, oxunpeHne 4-6%, ceryac »e N3bbIToK Beca BcTpeyaetca y 10-21%, oxnpeHne — 27-42%. Bce
[EeTN C AMarHO30M OXMPeHWe Gbinn NpUrnaLleHbl Ha 2 3Tan AucnaHcepmsaumm, BKYaowmii B ceba
obcnefoBaHMe B COOTBETCTBUM C KIIMHNYECKUMUN PEKOMEHAALMAMY 1 AanbHelillee HabnioaeHne y SH-
f[OKpuHonora.

MpaKkTnyeckn n3 TbiCAYN NPUrNALLEHHbIX AeTell Ha NPUEM K SHAOKPUHONOrY B TeyeHue nep-
BbIX TPeX MecALeB Nocne nosyyeHna HanpasieHNAa NpuULna ToNbKo AecATasa YacTb. B TeyeHne roga
13 3TUX NpUrnaweHHbIX AeTel noceTunn cneymannucta okono 35% nayneHTos. MNpuyem ocHOBHaA
Macca 6bina BbIHYXAeHa NPUINTU U3-3a HACTONUYMBOCTY LUKOIbHOTO Bpava-nefmaTpa, Tak Kak npurna-
WeHre Ha peann3auuio 2 3Tana BXOAWT B UX HermocpeAcTBeHHble 06a3aHHOCTM. ObpallaeT Ha cebs
BHUMaHMe, 4To 6OMbLIYI0 YacTb MAaLMEHTOB 2 3Tana cocTaBum Aetun. KonnyectBo NogpocTKkoB 6bino
3HauYNTeNIbHO MeHblue. TakXxe, OCHOBHaA Macca MpuriaweHHbIX Mo pasHbiM NPUYNHAM MPUXOANNa
Ha npuem 6e3 poanTenei, 06bACHAA 3TO UX 3aHATOCTbIO. B fanbHelweMm, No NpowecTBMM ABYX neT
perynapHo HabnioAanmncb y SHAOKPUHOMOra OKONo 5% AeTen, a UMenu AANTENbHYI0 NONOXKNUTESNIbHYIO
AVNHAMUKY NMULWb eAnHMLbl. KOCBEHHbBIM JOKa3aTeIbCTBOM 3TOW NMeyanbHON CTaTUCTUKK CAyKaT odpu-
LmanbHble faHHble 3anpoca 2016 r. no Camapckon 06nacTi no obpallaemocTyi AeTCKOro HaceneHus
K SHOOKPWMHONOTY C AMArHO30M OXMPEHUA: BCEro KONMYeCTBO 0bpalleHnin cpemn AeTein cocTaBuio
9876 yenoBek, cpeamn NOAPOCTKOB — 3278. /I3 HUX perynapHo nocewany Bpaya Tonbko 3994 pebeH-
Ka n 961 NnogpocCToK.

Mpy coBMeCTHOM aHanu3e o6CTOATENLCTB 1 MPUYMH, CNOCOBCTBYIOWMX TaKOMy POCTY pacnpo-
CTpaHeHHOCTV 3aboneBaHnA BMeCTe C POAUTENAMYU, CTOUT YAENUTb BHUMaHWE HEKOTOPbIM Bellam:
HeCMOTPA Ha WNPOKYI0 PAaCNPOCTPAHEHHOCTb WKOMIbHOrO NUTaHWA, NPU BCEX LUKOMbHbIX CTOIOBbIX
NprCyTCTBYeT NpoAaxa CAOGHON BbINEYKM 1 ClafKkux HanuTkoB. bonblioe KonuuecTBo Aetel npea-
rnoynTaeT YTo-To KynuTb B3aMeH LIKOSIbHOMY 06efy Wiy Nocie OCHOBHOIo npmema Nyl J4OnosHMW-
TenbHO. HekoTopble feTn He COCTOAT Ha LWKOMbHOM NUTaHWKM, UMeA Apyrne NpeanoyTeHnA B efe.
PopnTenu e B CBOIO oyepeAb NOTBOPCTBYIOT TaKMM MPUBbIYKAM, YacTO NMUTaacb Nofao6HbIM obpa-
30M 1 AoMa. Ha BbIXOAHbIX BO MHOTMX CEMbAX CTAHOBUTCA TPaANLMEN NUTaTbCA B TOProBbIX LIeHTpax
dacT-dpynom, uto Ans poauTenein ABNAETCA BapMaHTOM HOPMbI. Henb3a ocTaBUTb 6€3 BHUMaHNA 1 ypo-
BEHb MEAMLIMHCKON rPamMoOTHOCTU poauTeneii. MHorme n3 HMX o6paTuINCh K SHAOKPUHOMOTY Bnep-
Bble, He cynTaa NNWHWIA BeC Npobnemon. YacTb 13 HUX CTAHOBUTCA HAaCTPOEHa HeraTMBHO, CAbIWa
0 AMarHo3e 1 peKoMeHAaumAxX No cMeHe o6pasa »KM3HU 1 NULLEBBIX NPUBbIYEK B cembe. Te poguteny,

.
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KoTopble Mpo6iemMy NPUHMMAIOT, B OCHOBHOW Macce HUKorga He Npo6oBany pewwmnTb ee caMmocTos-
TeNbHO 1 NepPecMOoTPETb CeMelHbIN yKNagd. TakKe CTOUT OTMETUTb, YTO MHOTVE AeTV He NoceLlalT
CMOPTUBHbIE CEKLMU 13-32 HEBO3MOXHOCTY MW HEXENaHWUA POAUTENEN TPATUTb BPEMSA Ha TO, YTOGbI
OTBECTN U BCTPETUTb pebeHKa C 3aHATUA.

BbIBOJ}: HEBO3MOXXHO 60POTbCA C POPMUPOBaHMEM U3OLITOYHOIO Beca y pebeHKa, Npusnekas
TONbKO CUJIbl MEAMKOB, Nefaroros, CPeACTB MAacCOBOW MHGOPMaLMK, 3HAUUTENBbHYIO POJb B 3TOM
BOMPOCE UIPaeT CTeneHb 3anHTEPECOBAHHOCTY N OTBETCTBEHHOCTU ceMbM pebeHKa. Ha cerofHaAw-
HUI feHb 06Pa3 XU3HW U NWLIEBbIE NPUBLIYKN CEMbU MOXHO CYMTaTb OAHWM 13 GaKTOPOB puCKa
Pa3BUTUA OXXUPEHNWSA Y fieTell, a CTeNeHb OTBETCTBEHHOCTY — MPOrHOCTUYECKMM NPU3HAKOM 1Cxoma
npo6nembl.
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CMHAPOM PE3UCTEHTHOCTU K TUPEOUAHBIM TOPMOHAM Y NOAPOCTKA

I.®. OKkMmuHsAH, A.A. MaTBeeBa, E.B. Kucenéga, [].C. Pomaikuna, O.10. latbiwes, J1.H. CamcoHoBa
@OrboyYy 4o PMAHIO MuH3dpasa Poccuu

AKTYAJIbHOCTb. CrHApOM pe3ncTeHTHOCTM K TnpeougHbiM ropmoHam (CPTI) ABnaeTca Hacnea-
CTBEHHbIM CUMHAPOMOM, XapaKTepPU3YLWUMCA MOHUKEHHOW YyBCTBUTENbHOCTBIO TKaHEW MULIEeHen
K FOPMOHaM LMTOBUAHON »ene3bl (LLXK).

B HacToAwee Bpema onncaHo okono 500 cnyyaeB CPTI. PacnpocTpaHeHHOCTb 3TOro CMHApOMa
cocTaBnsieT 1:40 000 HOBOPOXAEHHbBIX, BCTPEUYAETCA C OAMHAKOBOW YacToToN y nvy oboero nona. Tun
HacnefoBaHVsA B 6ONbLUMHCTBE CllyYaeB ayTOCOMHO-LOMVHAHTHbIN, MyTaLuun de novo BO3HMKAIOT Npu-
MEPHO B KaXKAOM NATOM HabnopaeHuun. JokymeHTupoBaHo 6onee 100 pa3nnyHbiX MyTauuid B reHe pe-
LenTopa TMpPeouHbIX rOPMOHOB. CTeneHb BblpaXKeHHOCTV FOPMOHaNIbHOM PE3UCTEHTHOCTY NPY 0An-
HaKOBbIX MyTaLAX reHa MOXET ObITb Pa3NNYHON.

KnuHunueckas BapuabenbHoctb CPTI 06ycnoBneHa pa3nnyHbiMy MyTaumsami (B 3aBUCMMOCTU OT KX
JIoKanu3saumm n cteneHn GpyHKLMOHANIbHOW aKTVBHOCTM) U Pa3HOW YyBCTBUTENIbHOCTbIO TKaHel opra-
HOB-MULIeHeln K T,

KINVHUYECKUIA CNYYAN.

BbonbHaa M, 2008 r.p. HacneACTBEHHOCTb MO SHAOKPMHONATUAM He OTAroLieHa.

BriepBble obpaTunacb K 3HAOKPUHONOry B Bo3pacTe 10 feT B CBA3M C M3OLITOYHOW Maccol Tena.
Mpwn 06cnegoBaHnK: NoBbllWeHKE ypoBHsA T4 cB. — 30,6 Nnmonb/n (12-22), T3 c8 — 13,25 nmonb/n (5,1-
9,3), npu otcyTcTBUM cynpeccum TTI — 3,6 MME/mn (0.35-5.5). YposeHb aHTuTen K TMNO, TI' 1 peuentopy
TTl B npegenax pedepeHcHbIx 3HayeHuin: ATTMNO — 11,5 (0- 60), ATTI — 14,2 (0- 60), ATpTTI — meHee
0,3 (0-1,75). Mo paHHbIM 3x0orpaduu: obwmin oobem LXK — 9,0 cm® (Hopma go 8,4cm?), IXOreHHOCTb
N 3XOCTPYKTYpa He N3MEHEHbI.

Yepes 6 Mec NOsBUNMCH Xanobbl Ha cepauebrieHne, OAbILLKY, SMOLMOHabHY0 NabunbHOCTb. [Mpu no-
BTOPHOM 06C/IeJ0BaHNM COXPAHANOCh NOBbiLeHVe T4cB. — 27,75 nmonb/n (8-17), n T3 ¢c8 — 12,2 nmonb/n
(4,3 — 6,8), Npu HopmanbHoM ypoBHe TTI — 3,89 MME/mn (0.4-4,2). Ha3HaueHa aHTUTUpeounHasa Tepanua
npenapaTom 13 rpynrbl Tama3ona. Ha GoHe Tepanuy oTMeueHo ynyulieHre camodyBcTBus. Yepes 1 mec
nocsie Hayana TMpeocTaTMyecKkon Tepanuy oTMeyeHo nosbiweHue TTI o 11,93 MME/n (0.4-4,2) npy NoBbI-
LeHHOM ypoBHe T3 cB.— 11,44 (4,30-6,80) nmonb/n, n T4 cB. — 27,26 (8,00-17,00) nMonb/n v Tepanus 6bina
oTMeHeHa. [locne OTMeHbl neyeHVs, MMNepTpPoKCUHeMnA coxpaHanach T3 ce.— 11,78 (4,30-6,80) nmonb/n,
T4 cB. — 30,16 (8,00-17,00) nMonb/n, HO ypoBeHb TTI Npubnusmnca K ncxogHomy: 4,83 (0,40-4,20) MME/n.
MauvieHTKy NpodomKanu 6ecroKouTb TaxMKapaus, OAbILLKa NPEUMYLLECTBEHHO B BEUEPHEE Bpems, B CBA3N
C YeM nepuoaNYecKy NMPOBOANNACH TePaNNsA HeceneKTBHbIM B-agpeHobnokaTopamu.

Mpwn obcnegoBanmu B 12 net 6e3 mefMKameHTO3HON Tepanun: poct — 161 cm; SDS pocta: +1,2;
Macca Tena 61,5 kr, UMT 23,7 kr/m?, SDS UMT: +1,8. Monosas ¢opmyna no Tanner: B4, P4. LXK 1 cT
no knaccudrkaumm BO3. KnuHnyeckne cuMntombl TMpeoToKcuKo3a otcyTcTeoanu. YCC 82 ya/muH, ALl
110/80 mm pt.cT. fopmoHanbHoe obcneposanue: TTF — 1,51 mEg/n (0.7-6.5 MEA/n), ¢T3 — 6,99 nmonb/n
(1,55-6,38 nr/mn), T4 cB. — 1.87 Hr\mn(0,88-1,76 Hr\mn), obwmin T4 — 15,1 mkr\an (4,74-12.6), obwwmn
T3 — 2,06 (0,72-2.13), ATTINO — 49.5 (0-60), ATTI — 15.7 (0- 60), ATpTTI — meHee 0,3 (0-1,75). MNpwn
Y31 WK o6bem — 11,1 cm?, 5XOreHHOCTb U 3XOCTPYKTYpa He n3meHeHbl. Mo gaHHbIM SKI — Murpavus
BoauTena putma, YCC 60-73 yaapoB B MUHYTY, OTK/IOHEHME 3/1eKTPUYECKON OCY cepaLa BNeBO, HEMos-
Has 6r10Kafa nepefHeli BeTBU NEBOW HOXKYM MyuKa 1ca.

OcmoTpeHa 0$TanbMONOrom, NaToIorn He BbIsIBIEHO.

Ha ocHOBaHMM aHanv3a NonyyeHHbIX AaHHbIX BbICKa3aHO MPeAnonoXeHre o Hannmyme CMHgpoma
PE3UCTEHTHOCTU K TMPEOWAHbIM rOPMOHaM, MPOBEAEHO MOJIEKYNIAPHO-TEHeTMYeCcKoe ncciefoBaHme.
Mo faHHBIM MONEKYNAPHO-TEHETUYECKOro nccneaoBaHus: B reHe THRB

(NM 000461.4) BbiiBNEH reTepo3nroTHbI BapmaHT exon9:¢.958 C>T:p.R320C

(rs121918696; HGMD:CM 930705) naToreHHbI, ONucaH Npu CMHAPOME PE3UCTEHTHOCTU K TUPEeOo-
naHbIM ropmoHam (OMIM #188570).
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Ha ocHoBaHMM faHHbIX aHamMHe3a, GU3MKaNbHOro 0OCMOTPa U FOPMOHaNIbHOro obcnefoBaHKsA (Mo-
BblleHne ypoBHel T3, T4 npyn HopmanbHOM 3HadeHun TTT), pe3ynbTata MONEKYNAPHO-TeHeTUYeCKoro
nccnefoBaHns, yCTaHOBNEH ANarHo3 — CUHAPOM PE3UCTEHTHOCTU K TUPEOVAHbIM ropMoHam. TakTuKa:
AVHaMMyecKoe HabnoaeHne

3AKJIIOMEHME. B onncaHHOM KnuHuuyeckom criyyae CPTI 6bin 3anofo3peH Ha OCHOBaHWU KNu-
HNYECKNX MPOABNEHNI, NabopaTOPHbIX AaHHBIX U MOATBEPXKAEH MONEKYNAPHO-TeHETUYECKUM UC-
cnepoBaHmeM. M3-3a pa3HOOOpasHbIX KIMHWYECKUX MPOSBAEHWI, HU3KOW pPacnpoCTPaHEHHOCTU
1 HeJOCTaTOYHbIX 3HAHWIA 3TOTO CMHAPOMA, SHAOKPMHONOrM He BKntovatoT CPTI B auddepeHumans-
HO-AMarHocTnyeckuini anroput™ 3abonesanunn LXK, He NpaBUNbHO UHTEPNPETUPYIOT NOyUYEHHbIE pe-
3y/bTaTbl UICCNEOBaHUIA, YTO OOYC/IaBIMBAET OWNOOYUHYIO TaKTUKY JIeUeHNA 1 HECBOEBPEMEHHYIO AN-
arHoCTVKy 3aboneBaHusl.
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OCOBEHHOCTU SHEPTETUYECKOIO OBMEHA, KOMMNO3ULMOHHOIO COCTABA
TENA U PA3BUTUA METABOJINYMECKUX HAPYLLEHUW Y AETEN C MPOCTbIM
OMXWPEHUEM N KOHCTUTYLUUOHAJIbHOU BbICOKOPOCJIOCTbIO

M.N1. Okopokos', O.B. BaciokoBa'
"HayuoHaneHbll MeOUYUHCKUU ucciedosamesnbckuli ueHmp 3HOoKpuHosioauu, Mockea, Poccus

BBEAEHME: Pa3BnTre npocToro (KOHCTUTYLIMOHANIbHO-3K30reHHOr0) OXNPEHNa B [AeTCKOM BO3-
pacte Kak MpaBWO XapakTepusyeTca HOPMasbHbIMU WA BbICOKMMU MoKa3aTenamu pocta. [Mpu co-
nocTaBUMbIX 3HayeHusax SDS UMT pgetn C BbICOKOPOCNOCTbIO YU HOPMasibHbIM POCTOM MOFYT UMETb
pasnuums B KOMNO3ULMOHHOM COCTaBe Tesa, YTo B CBOIO 0uepefib MOXET BINATb Ha COCTOAHME SHepre-
TYECKOro obMeHa 1 pa3BuUTNe MeTaboNMUYeCcKX HapyLIeHni/

LLENIb: CpaBHUTb MOKa3aTeNi OCHOBHOrO 06MeHa, NapameTpbl KOMMO3MLMOHHOIO COCTaBa Tena
M 4aCTOTy MeTaboNMUeCKX HapyLWeHU y JeTell C MPOCTbIM OXMPEHNEM B 3aBUCMMOCTU OT Hannuns
KOHCTUTYLMOHaNIbHOW BbICOKOPOCIOCTH.

MATEPUAJIbl U METOJbl: B nccnegosaHuve BKNtoueHo 165 petert B Bo3pacTe oT 8 Ao 14 net ¢ npo-
CTbIM OXMpeHnem (cpegHuid Bospact 12,8 [11,3;13,9] net; SDS UMT 3,2 [2,9;3,6]), pa3feneHHbIX Ha Be
rpynmnbl: B UCcnegyemyio rpynny Bowwnv 82 pebeHka ¢ KOHCTUTYLIMOHaNbHOM BbICOKOPOCNOCTbio (SDS po-
cTa +2,6 [2,2;3,0]). [pynny KoHTponsi coctaBunm 83 pebeHKa ¢ HopManbHbIMK NoKasaTensammu pocTa (SDS
pocta +1,1 [2,2;3,0]). BoicokopocnocTtb onpefenanacb kak SDS pocta > 2,0, cornacHo Kputepuam BO3.
Bcem petam npoBefieHa oLieHKa KOMMO3ULMOHHOTO COCTaBa Tesla (MeTofoM bruommneaHCHOTo aHanvsa),
OCHOBHOIO 06MeHa (METOAOM HEMpPAMO PecrnMpaToOpHOI KaropyMETPUM) U CKPUHUHT METaboNMUeCcKnx
HapyLUeHWIA, acCoLMMPOBaHHbIX C OXUpeHVeM. JncnmnuaemMma AnarHoCcTpoBanacb Npv NOBbIWEHUN
YPOBHS 06LLero xonecteprHa > 5,2 MMosb/n Uy NOBbILLEHUN YPOBHS TPUMNMLEPUZOB > 1,7 MMonb/n
(ana peten ctapiue 10 net). CocTosiHUE yrneBofHOro obMeHa oLeHvBanu no pesynstatam O TT ¢ roKo-
301 13 pacueTa 1,75 r/kr, Ho He 6onee 75 r Cyxoro BellecTBa Ha OCHOBaHUM pekomeHZauumi BO3 (1998).
HopmanbHoW cumTanacb KOHLEHTPaLMsA IIOKO3bl B BEHO3HOW Myia3me HaTowak <6,1 MMOnb/n; rioKo3a
BEHO3HOM nnia3mbl Ha 120 muH OF'TT <7,8 mmonb/n. NHcynuHopesncteHTHoCTb (UIP) pnarHoctupoBsa-
nacb npwu ISI Matsuda <2,6. Hannune HeankoronbHoW X1POBOM 60ne3HM NeYeH OLEHNBaNoCh No AaH-
HbIM Y3/, CraTcTyeckas o6paboTKa AaHHbIX MPOBOAMIACh C UCMOMb30BaHWEM MaKeTa MPUKagHbIX
nporpamm Statistica (StatSoftlnc,, USA, version 10.0). Tak Kak GONbLIMHCTBO M3yyaeMblX MoKasaTenei
He UMeNio NPUBNMKEHHO-HOPMANbHOTO pacnpeaeneHus, BCce faHHble NpeacTaB/eHbl B BuAe MeaviaHbl
N UHTEPKBAPTUIIBHOrO pa3Maxa. [nA OueHKU JOCTOBEPHOCTV PasfNUUA KONMYECTBEHHbIX MPU3HAKOB
MEXAYy U3yyaeMblMy Fpynnamm UCNonb30Banca Kputepuin MaHHa-YUTHU 1 ANCNEePCUMOHHbIN aHanm3 Kpa-
cKkena-Yonneca. [inA oueHKN JOCTOBEPHOCTY PasNNUNiA KaueCTBEHHBIX NMPU3HAKOB MeXAY M3yyYaembIMu
rpynnamu 6biv NOCTPoeHbl TabNnLbl CONMPSXKEHHOCTU C MX MOCeAyoLLel oLeHKol Nno metogy MNupcoHa.

PE3VYJIbTATbI: Miccneyembl rpynmbl 6b1n conocTaBmmbl Mo nosy, Bospacty u SDS UMT, Ha ctatu-
CTMYECKM 3HAYMMO Pa3NiMyanmcb no pocty 1 SDS pocTa (cm. Tabn.1).

Ta6nuua 1. KnnHuyeckas xapakTeprucTvka nccneayemblx rpynn

OxupeHune OXKupeHune c HopMmanbHbIMMN p
C BbICOKOPOCNOCTbIO noKa3saTenAamm pocta
BospacT, roapbl 12,4[10,6; 14,5] 12,7[11,8;13,8] 0,57
Mon: m/x 41/41 38/45 0,56
Poct, cm 171,4[160,1; 178,2] 160,5 [155,3; 165,5] < 0,0001
SDS pocrta 2,26[2,2;3,1] 1,0[0,23; 1,53] < 0,0001
Bec, kr 95,5[77,5;120] 86,0 [72,9; 109] 0,24
NMT, Kkr/m? 33,9[29,3;36,9] 33,5[30,2; 36,4] 0,78
SDS UMT 3,2[2,8;3,5] 3,2[2,9;3,6] 0,45
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J

OueHKa aHepreTmyeckoro obmeHa BbisiBIIa CTAaTUCTMYECKN 3HAYMMOE MOBbILLEHVIE OCHOBHOIO 06-
MeHa y ieTel C OXKMPEHNEM U KOHCTUTYLIMOHANIbHOW BbICOKOPOC/IOCTbIO MO CPABHEHMIO C KOHTPOJIbHOM
rpynnon (1989 [1693;2294] vs 1883 [1618;2066] kkan/cyT; p=0,001). Mpwn oLeHKe KOMMNO3MLNOHHOIO
COCTaBa Tena NpPoAEeMOHCTPUPOBAHO, YTO AETU C OXKMPEHUEM 1 BbICOKOPOCSIOCTbIO XapaKTepu3yoTcs
MEHbLUUM KOJIMYECTBOM XKMPOBOWM TKaHW MO CPaBHEHWIO C KOHTPOnbHOW rpynnon (44,6% [39,8;50,4]
vs 42,1 % [38,0; 47,7]; p=0,04) npu conoctaBumbix 3HauYeHUsAX SDS UMT. CKpUHUHT MeTabonmnyeckmx
HapyLUeHWI BbISBUIT COMOCTaBVMYIO PacnpOoCTPaHEeHHOCTb MeTaboNMUYEeCKX HapyLLeHWI NPy NPOCTOM
OXVMPEHUN, HE3ABUCMMO OT HaJIMUUA BbICOKOPOCIOCTY (CM. Tabn.2).

Tabnuua 2. YactoTa MeTaboaNYECKNX HapYLIEHUI B UCCIIEAYEMbIX Fpymnnax

OunpeHue ¢ OxKupeHe C HOpManbHbIMU P
BbICOKOPOC/IOCTbIO nokKasarensamm pocra
Oucnnnupgemns, % 39,1 411 0,76
Hapymeumi TONepPaHTHOCTU 13,4 16,5 0,34
K rnioko3se, %
NHcynnHopesncteHTHoCTb, % 73,1 75,3 0,65
HeankoronbHas xuposas 56,4 593 0,57

6one3Hb neyeHn, %

3AKJTIOYEHUE: [1na feteit C NPOCTbIM OXUPEHNEM U KOHCTUTYLIMOHANbHOWM BbICOKOPOCIOCTbIO
XapaKkTepHbl bonee BbICOKME abCONIOTHbIE 3HAUEHNA OCHOBHOIO 06MeHa 1 6oJibLee KOIMYeCTBO ToLeN
Maccbl MO CPABHEHWIO CO CBEPCTHUKaMV C HOPMasbHbIMU MoKasaTtenAamu pocta. Hanuune KoHCTUTyLu-
OHaJIbHOW BbICOKOPOC/IOCTY He BJIMAET Ha YacTOTy MeTabonmnyecknx HapyLLeHWi, acCoOLMNPOBaHHBIX
C oxupeHueMm. [laHHble 0CO6EHHOCTY HEOOXOAMMO YUMTbIBATb MPY MIAHNPOBAHUM CKPVHVHIA accoLu-
MPOBaHHbIX C OXKMpPeHneM 3a601eBaHNIN y fieTel C KOHCTUTYLIMOHAlbHOW BbICOKOPOC/IOCTBIO.

KJIIOYEBBIE CJIOBA: demckoe oxupeHue; 0CHOBHOU 06MeH; KOMNO3UUUOHHbIU COCMAas mesda, KoHcmumy-
UUOHA/bHASA 8bICOKOPOC/IOCMb
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HEMPOSHAOKPUHHbIE OCOBEHHOCTU PErYNAL WU MEHCTPYAJIbHOIO LIUKNA
Y AEBOYEK C O’)KUPEHMEM

E.M. OpewkuHa, H.10. Panropopgckas, H.B. bonotoBa
®rbOY BO Capamosckuti MY um. B.W. Pasymosckozo MuHzopasa PO

AKTYAJIbHOCTb: HapyLieHne meHcTpyanbHoro umkna (HML) aBnaetca pacnpocTpaHeHHo! na-
TONOrMen NONOBOro PasBUTUA Y IEBOYEK C OXKUPEHUEM.

CraHOBeHMe MeHCTpYyabHOM GYHKLMN 0becrneyrBaeTcsa CUCTEMON HENPOIHAOKPUHHbBIX 1 MeTa-
60nNYECKNX B3aUMOAENCTBUIA.

MeTabonuueckre HapyLeHua, GOPMUPYIOLLMECA NPY OXKUPEHMIN, XOPOLLO M3YUYeHbl, OAHAKO HeT
yb6eanTenbHbIX AaHHbIX 06 UX BAWAHUM Ha HEMPOSHAOKPUHHYIO PErynALMIO MEHCTPYanbHOro LMKna
y NOAPOCTKOB.

LIENIb UCCNIEAOBAHUA: oLeHNTb B3aUMOCBA3N MeXAY HENPOIHAOKPVHHBIMUA 1N MeTabonnye-
CKUMW NOKasaTenamu y ieBoyek ¢ oxmpernem n HML

MNALUEHTDbI U METObl: o6cnepoBaHbl 42 feBouku 14-16 neT ¢ MEHCTPYasibHbIM BO3pacTom 60-
nee 2 net. OcHoBHas rpynna — 23 nauuneHTkn ¢ HML Ha doHe oxmpeHus, rpynna KoHTpona — 25 3a0-
poBbIX AeBouek 14-16 net ¢ pusnonorndyeckum ML, B nccnegoaHune Bknoyanmcb aeBouku ¢ SDS UMT
6onee +1,5, MeHCTpyasibHbIM BO3pacToM 6onee 2-x NeT Npv HaNMymMmn y HUX onnromeHopen nmbo BTo-
pUYHON ameHopeu. Ickniouanvcb JEBOYKM C NEPBUYHON aMeHOopel, ay TOUMMYHHbIMU 3ab6oneBaHnAMn
1 APYron SHAOKPUHHONM naTonormen.

O6cnepoBaHve BKIIOYaNo oLeHKy GUsnmyeckoro, mosioBOro Pas3BuTUSA; MCCIefoBaHNeE B CbIBOPOTKE
KPOBY MeTabonmyecknx nokasaTenei: MHCYNNHa, FOKO3bl, TPUFIMLEPUAOB, XonecTepriHa 1 ero gppak-
LniA; 1 ropMoHanbHbix nokasatenein OCT, JIT, scTpagunona, NenTrHa, KuccnenTtuHa. CTaTucTYecKnii aHa-
N3 NPOBOAWIICA C UCNONIb30BaHNEM METOAOB HenapameTpUYeCcKom CTaTUCTUKMI.

PE3YJIbTATbI: Bce feBoukn umenun cpegHme nokasatenm pocta 0,5 [-0,3; 1,25] SDS.

Y 17/23 peBoyek 6blS10 YCTAaHOBNEHO OXUPeHWe pas3nnyHoi cteneHn (SDS MT +2 n 6onee), n36bl-
TOK Maccbl Tena (SDS UIMT 1,5-2) otmeuanca 'y 6/23 geBoyek.

MNMonoBoe pa3BuTMe BCeX NaUMEHTOK COOTBETCTBOBaNo 4-5 ctagum no TaHHep, 4 AEBOYKM UMenn
cTapT nybeprata ¢ agpeHapxe. CpefHuin Bo3pacT MeHapxe coctaBu 11,8 [10,7; 12,4] n cBupeTenbCTBO-
Ban O paHHeM HaCTyMieHUN MeHapxe OTHOCUTENbHO rpynnbl KoHTpona 12,8 [11,8; 13,7]. Y pesouek
C OXKMPEeHMEeM BbIABNIEHbI MeTabonmyeckne oCIOKHEHUA B BUAE auchmnugemnn y 64,7% Jyenosek, ri-
NePUHCYINHEMNN, UHCYTMHOPE3NCTEHTHOCTU Y 52,9%.

Mo pe3ynbTatam ropMOHanbHbIX NCCNEA0BAHNI Y AEBOYEK C OXKMpPEHNEM Ha GpOoHe onmromeHopeu
N aMeHopeu BbIIBIEHO MOBblWeHMe KoHueHTpauun JII B cbiBopoTke Kposu — 8,5 [4,7; 10,9] MME/mn
OTHOCUTENbHO Fpynmnbl KOHTPonA — 4,8 [3,3; 6,6] (p=0,021) Npy CHUXKEHHON KOHLEHTPaLMMN 3CTPaJMO-
na — 55,8 [27,4; 69] nr/mn (p=0,001). YpoeHb OCI He nmen JOCTOBEPHbIX Pa3NnuniA C NoKasaTenamm
300pOBbIX AeTel. BbiAaBneHa noBblWeHHaA KoHUeHTpauua nentuHa — 18,4 [16; 34] HIr/Mn Npu HU3KOM
ypoBHe kuccnenTtrHa — 90,8 [73,1; 110,4] nr/mn, uto cBA3aHO ¢ GOPMMPOBAHNEM NENTUHOPEINCTEHT-
HOCTN Ha GpOHe OXKMPeHUsA. B rpyrnne KOHTPONA KOHUEHTpaLmaA NenTuHa U KnccnentTuHa coctasuna 10
Hr/mn [8,5; 11,21 n 129,5 nr/mn [103,7;151,1] COOTBETCTBEHHO.

[inA oueHKN B3aMMOCBA3N MeXAY MeTabonMyeCcKMMM 1 rOPMOHaJIbHbIMUW MoKa3aTenAaMmn 6bin Npo-
BeleH KOppensauMOHHbIN aHanu3. Y geBouek C oxumpeHnem n HML BbifBneHbl NpaMble Koppenauun
nenTrHa c ypoBHeM 6a3anbHOro MHcynuHa (r=0,36), MHAEKCOM UHCYNMHOPE3NCTEHTHOCTY (r=0,43), KOH-
LeHTpauuen Tpurnuuepuaos (r=0,52) n JIMHM B cbiBopoTke Kposw (r=0,74).

Takum 06pa3oM, YCTaHOBNEHO NPAMOE BAUAHWE WHCYJMHOPE3UCTEHTHOCTM W AUCIUNUAEMIN
Ha pa3BuUTMe rmnepnenTUHEMNnN N NENTUHOPE3NCTEHTHOCTN.

KnccnenTtuH, B cBOlO oyepefib, OTpULATENbHO KOPPENMpoBan C ypoBHeM nentuHa (r= -0,45), nH-
cynuHa (r= -0,67), NHOEKCOM WHCYNMHPe3nCTeHTHOCTH (r= -0,45), ypoBHeM Tpuranuepugos (r= -0,5)
1 JINHM (r= -0,4), To ecTb yCTaHOBNEHa B3aMOCBA3b MeTabonnyeckux nokasartenen ¢ Mapkepom Hei-
PO3HAOKPUHHON perynaumm MeHCTpyanbHOro LnKna KUCCNenTUHOM.

12-13 viong 2021 1. 151



CBOPHUK TE3UCOB

XVII Poccuiickast Hay4yHO-TIpaKkTU4ecKas KOoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTUKEHUS HAayKU B NPaKTUKY AETCKOTO SHAOKPUHONOTa»

J S
BbIBO/bI:

1. Y peBoyek C 0OXMpeHNeM BbifiIBJIEHO HapyLUeHne HeMPO3HAOKPUHHOW PeryaLun B BUAE CHUXEHUA
YPOBHA KMCCMENTUHA, rnepnenTuHeMnm N 1eNTUHOPE3NCTEHTHOCTH;

2. Mertabonuueckne HapylleHVsi B BUAE TUMEPUHCYIMHEMUN, UHCYIMHOPE3NCTEHTHOCTU Y 64,7%,
ancnunungemunn y 52,9%

3. Ha ocHoBaHMM KOPPenALMOHHOTO aHann3a yCTaHOB/IeHbl B3aMMOCBA3M MeTaboIMYeCcKnxX HapyLue-
HUIA N HENPOSHAOKPVHHONM Ancperynaumei MeHCTpyanbHOro LmKna.
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FEPMWHATUBHbIE ONYXO0JINTOHAA: ONNCAHUE KIIMHUYECKOTI O CJZTYYASA
ANCFEHESUMTOHAL COAHOCTOPOHHEN TOHAAOBJIACTOMOU

M.C. NMaHkpaTtoBa, C.P. EHnkeeBa, M.A. KapeBa

OrbY «HayuoHanbHeIl MedUyUHCKUU ucciedosamesnsbckuli yeHmp 3HOOKpuHoiozuu» MuHzOpasa
Poccuu, Mockeaa.

BBEJEHMUE: Y nauueHToK c cuHapomom LLiepelieBckoro-TepHepa Hanvyve B KapuoTune matepuma-
na Y-XxpoMOCOMbl paccMaTpUBAEeTCA B KayecTBe paKkTopa prcka Ornyxosiv roHag 13 repMUHATUBHBbIX Kiie-
TOK: FOHaA061acToMbl U AncrepmMrHOMBbl. COrfacHO MeXAyHapOAHbIM 11 OTeYeCTBEHHbIM PEKOMEHAALIM-
AM, NPU TaKo popMe ANCreHes3nm roHas pekoMeHA0BaHO VX yAaneHne, AOMOJTHATENbHO 06CyKAatoTCA
MHOFOKpaTHO BO3pacTalolyme pUCKMN MasMrHU3aumm ANCreHeTYHON TKaHU roHaj Ha GoHe npumMeHe-
HVA 3aMeCTUTeNIbHOW FOPMOHaNbHON Tepanuu.

OMUCAHME KIIMHUYECKOTO CJIYYAA. MauveHTKa BrepBble Oblia KOHCYNbTMPOBaHa Y SHAO-
KpVHOJIOra Mo MeCTy XuTebCTBa B Bo3pacTe 15,8 neT ¢ )anobamu Ha H/3KMIA POCT U OTCYTCTBME MeH-
cTpyaumi. Mpu ocmoTpe Habnoganack 3agepka pocta (SDS pocTa = -2,5), gonybepTaTHoe nonosoe
passuTure. B ropmoHanbHoM npodusie BbiABNEH MineproHafoTPonHbii runoroHaansm — JII 30 ME/n,
OCT 125 ME/n, Ha Y3/ manoro Tasa — runonnasva MaTku, NpuaaTKky He BU3yann3npoBanuch.

MauveHTKe 6bINO NPOBEAEHO KapuOTUMMPOBaHWE, BbIABJIEHa MapKepHas XPOMOCOMa:
46,X+mar(38)/45,X(5) (MoHocomuMsi X, CBepXUMC/IEHHAsA MapKepHas XPOMOCOMa, MO3aunyHas Gpopma).
[inA yTouHeHWs KapuoTrna 6bi710 NpoBeAeHO MONEKYIAPHO-TeHeTUYeckoe nccnegosaHue (FISH-meto-
aom) B OTBHY «MIHLL» Ha aBa XpoMOCOMHbIX nokyca (DZX1, DYZ3). BbiaBneHo, 4To MapKepHasa XpOMOo-
coma siBnsieTcA KonbLeBor xpomocomoit Y (ish r(Y)(DXYS130-, DYZ3+, SRY+), kKapnoTvin onpegeneH Kak
Mo3aunuHbIn, 45,X[130]/46,X,r,(Y) [70]. Mpun foobcnegoBaHNM Mo MECTY XUTENbCTBA YPOBHY OHKOMapKe-
poB (AQM, XI'Y) B npegenax pepepeHca. MPT manoro Tasa- runomnsiasva MaTku U NpuaaTkos (roHazbl
8x5 MM, 6e3 GonNNnKynoB).

Mocne npoBefeHHOro 06cIefoBaHMA, MO PeKOMEHAALMN TMHEKOJI0ra Mo MeCTy XXUTeNbCTBa B Teye-
Hve 1,5 Mec nonyyana scTpaguona Banepuart 0,5 Mr/cyT ¢ Lienblo MHAYKUMK NybepTaTta. Tepanus 6bina
CPOYHO OTMEHeHa Mocsie KOHCYNbTaLyu SHAOKPMHOSIOra, MaLMeHTKa HarnpaBs/ieHa Ha anapockonunye-
CKylo roHafisKToMuIo. B Bo3pacTte 17 neT naumeHTKe 6biI0 MPOBEAEHO OnepaTMBHOE BMELLATEbCTBO
B OI'BY «DHAOKPUHONOMMUYECKMI HayuYHbI LIeHTP», yAaneHbl CTPEK-ToOHaAbl, MpeAcTaBieHHble TshXamu
AJIMHOM 2,5 CM, C NpuieXaLyMMmn MaTo4HbIMK Tpybamm.

Mo AaHHbIM MaTOMOPQONOrMYECcKOro MCCIefoBaHUA ONepaLMoOHHOro Matepuana roHaj: nesas
roHafa npefcTaB/ieHa 3a4aTKOM MaTOYHOW TPYObl U NpuneXallein K MaToYHOWM Tpybe TKaHbio roHazbl
C NpuU3HaKamm gucreHesnu, Ha $oHe KOTOPbIX MKpoouyar roHagobnactombl. [paBas roHaga npefcras-
NleHa 3a4aTKOM MaTOYHOW TPY6bI C Mpunexallei TKaHbto roHaAbl C MPU3HaKaMu ancreHesnn: parmeHT
CTPOMbI AVYHMKA C NPUAEXKALUMU U3BUTBIMW KaHanbLaMU ANYKa 1 CKOMJIEHME KEeTOK TUMa KIeToK
Nenpura. Matomopdonoruyeckoe 3aknoyeHune: loHagobnactoma neBom roHaabl Ha poHe AncreHesun
roHag.

MauwneHTKa 6blna fo06CIeAOBaHa Y OHKOJIOra, AaHHbIX 3@ PacMpPOCTPaHEHHOCTb OMYXOIEBOrO NPO-
Llecca nonyyeHo He 6bin0. Yepes 4 mec, ¢ paspelleHns OHKOJOora, AeBOYKe Obila Ha3HayeHa 3aMecTu-
TenbHaA ropMoHasibHasA Tepanus.

3AKJTIOYEHUE: OnuncaH KNMHUYECKNI CrlyYaid MauMeHTKN C MO3auyHbIM KapuoTUMOM C KOfblie-
BOW Y-XpPOMOCOMOI1 U OQHOCTOPOHHEN roHagobnacTomon Ha doHe aucreHesmu roHag. MNpencrasneH-
HaA KapTUHa HarnAaAHO AeMOHCTPUPYET HE06XOAUMOCTb AOMONTHATENIbHOTO NCCIIeA0BaHMA KapruoTuna
NP HaMYUK MapKepPHbIX XPOMOCOM, a TakKe HeOOXOAVMYIO TaKTVKY AalbHeNLLEero neyeHmns npm Bbl-
ABNEHUN B KapnoTune KJioHa ¢ Y-XpOMOCOMOV.
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SHAOKPUHHDbIE 3ABOJIEBAHNA N HOBAA KOPOHOBUPYCHAA UHOEKLIUNA
Y NAUMEHTOB A0 18 JIET. TPYNMA PUCKA?

E.E. MeTpaikunHa'?, A.10. PTuwes'3, A.A. TnasbipuHa’,
W.T. Pei6kuHa', U.I. BopoHuoBa'?, 10.B. TuxoHosuu'?, E.A. MapdeHosa®, E.A. MyTunuxad,
[.B. MpomeTtHoi??, T.B. KynuueHko?
'TBY3 «Mopo3oeckas 0emckas 20p00CKas KAUHU4eckas 6oneHuya JenapmameHma 30pagooxpaHeHus
20poda Mocksbi», 2. Mockea,
2QrAOY BO «[lepsbitli Mockosckul 20cydapcmeeHHbil MeOuyUuHcKUl yHusepcumem um. U.M. CeyeHosa
(CeueHosckuli yHugepcumem)», 2. Mockaa, >*OrAQY BO «Pocculickuli HayuuoHanbHbil ucciedo8amesnbckul
MeouyuHckuli yrusepcumem umeHu H.U. lupozosa», 2. Mockea,

BBEAEHMUE. HoBbin KopoHasupyc 2019 r. (SARS-CoV-2) Bbi3Ban naHAemuto nHbeKuny, Ha3BaH-
Hoi COVID-19. K koHuy 2020 r. obLyee 4nicio 3aperncTprpoBaHHbIX CllyyaeB 3aboneBaHNs BO BCEM
MUpe NpeBbICKNo 79 MIH. YenoBek, 6onee 1,7 MnH. yenosek ymepnu. C mapta 2020 r. noABMANCH
[aHHble 0 HOBOM 3aboneBaHun y getein Ha doHe COVID-19, nonyunBWIMM B OTEYECTBEHHOW NUTe-
paType Ha3BaHue «AeTCKUN MYNbTUCUCTEMHbIN BOCNanuTeNbHbI cuHapomy (OAMBC), xapakTepusy-
IOLWMMCA BblpaXKeHHbIM rMnepBocnannTesibHbiM OTBETOM U ABAAIOWMMCA aHaNoOroM «LUTOKMHOBOIO
WTopMa» y B3pocsibix nauymeHTos. IMBC 06bluHO pa3BuBaeTca Yepes 1-6 Hep nocsie nepeHeceHHom
COVID-19 w, cornacHo kputepuam CDC (CLUA), xapaktepuayeTca Hannuvem GebpunbHOiA nrxopaa-
Kn 6onee 24 u, pe3knM HapacTaHMEM MapKepoB BOCManeHusa (NoBbllleHVe YPOBHA HelTpodunos,
CO3, C-peakTuBHOro 6enka, CPb, npokanbuutoHuHa, NKT, depputnHa, naktataerngporeHassl, JIAT,
UHTepnenknHa-6, U-6), HapylueHem Koarynaumm C nosblleHNeM ypoBHA ¢ubpuHoreHa n D-an-
Mepa, MyNbTUOPraHHON HeAOCTaTOYHOCTbIO, MONOXKUTENbHBbIMU Mapkepamy COVID-19 nnun BbicoKon
BEPOATHOCTbIO KOHTaKTa C UHGUUMpPOBaHHbIMK NauyuneHTamu. IMBC, accoummpoBanHbiin ¢ COVID-19,
NPVBOAUT K OMacCHbIM ANA XKWU3HU KapAMNOBACKYNAPHBIM OC/IOKHEHWAM, TPEOYIOLWMM NHTEHCUBHOW
Tepanuu, a BEPOATHbIMW Npefpacrnonarawmymm dakTopamy K JaHHOMY CUHOPOMY ABNATCA Ta-
Kne KoMopb6uaHble 3aboneBaHNA Kak M3bbITOYHasA Macca Tena U oxupeHne, bpoHxmnanbHaa acTMa,
HeBposiornyeckne 3aboneBaHua, CUCTEMHasA KpacHaA BONMYaHKa, caxapHblii AnabeT. B 3apybexxHon
nuTepaType onucaH eAnHCTBEHHbIN cnyvan IMBC y nauneHTkn 8 neT ¢ BnepBble BbIABNEHHbIM Ca-
xapHbiM arabetom 1 Tuna (BBCA1). B oTeuecTBEHHON NuTepaType BRnepBble ONMCaH KIMHUYECKNN
cnyyan AMBC y naumeHTKN C TAXKeNbIM AeKOMNEeHCMPOBaHHbIM AnabeTnyecknm KeToauungosom (AKA)
Ha ¢oHe maHudectaumm CA1 (KO.B. TuxoHoBuY c coasr, MNegnaTtpusa um. H. CnepaHckoro, 2021;
100 (2): 295-300).

MATEPUAJIbl U METOAbI. NpoaHann3npoBaHbl faHHble No MockBe: Ha 1.01.2021 r. Konuye-
CTBO AeTell U NOJPOCTKOB C caxapHbiM Anabetom (CLl) Bcex TUMOB, C OXKMPEHNEM, HaXOAALWMXCA
Ha AncnaHcepHom yyeTte B nonuknuHukax [13M. Bcero 4351 naumneHt ¢ CJl; Bcero 12626 nayneH-
TOB C OXMpeHuneMm. MepeHecnn NOATBEPKAEHHYIO HOBYIO KOPOHaBUPYCHYio nHdekuuio B 2020 1.
nauueHTbl ¢ C[1 — 248 (5,6%); ¢ oxnpeHuem — 845 (7%) oT ob6Leil YNCNEHHOCTY NPOdUbHbBIX
nauyueHToB. M3 uncna 3abonesBlwux, TAXKeCTb TeyeHNA 3aboneBaHnA KoTopbix notpebosana ro-
cnutanusayumn: C1 — 18 (7,2 % 3aboneBwux); oxmpenne — 11 (1,3% 3ab6onesBwux). JleTanbHbIX
NCcxXofoB He 6bino. BmecTe nauneHToB fo 18 net c oxumpeHnem n Cl B Mockse 3a 2020 r. B cBA3U
C TAXKECTbIO TeYEHNA HOBOW KOPOHABUPYCHON nHdeKLUmn rocnutannsmpoBaHo n3 1093 — 29 ve-
nosek (2,7%).

PE3YNIbTATbl U UX OBCYXXAEHUE. Mo ny6bnukaumam [3M no TsXecTn JeTU 1 NOAPOCTKU
no 18 net B cBA3M C BepndULMPOBAHHON HOBON KOPOHABMPYCHON MHEKLMeNn rocnuTanmsnposa-
nuck B 7,6% cyyasnx oT BCex 3aboneBLUrX B MOCKOBCKOW nonynaAuumu Ao 18 net. Takum obpasom, npo-
LIeHT TAXEeNOoro TeYeHnA HOBOW KOPOHaBUPYCHOW NHpeKumn y nauneHToB Ao 18 net ¢ C[l, He3aBu-
CUMO OT TVNa, COOTBETCTBYET O6LEMUPOBLIM AaHHBIM, MPY TOM, YTO B 0OLLEMOCKOBCKOWN CTaTUCTUKE
npodubHOM rocnUTanu3aumm G 1 NaLMeHTbl C OHKONIOTUYECKUMM, HEBPONOTMYECKUMI U [pYTi-
MU HapyLWeHNAMMN.
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Wi MUHWCTEPCTBO FI= F\2) n Accouuayus
F 3MPABOOXFAHEWNA ObiecTsenHas opranysaims ‘/ 3HA0KpUHOAOr 0B
POCCMACKOM ®EREPAUMM  (DTBY «HMULL SHAOKPUHONOTUMY  pocemiickas ACCOMMALIS N CankT-IleTepbypra
MwHaupaBa Poccumn 3HJA0KPUHOJIOTOB

C mapta 2020 r. B Poccuiickoin petckom KnmHuueckom 6onbHule OrAOY BO PHUMY um. H.. Mupo-
rosa no npukasy Muxsapasa PO Hauan paboTy no 3asskam pernoHos OepepasbHbIi AETCKNI peaHma-
LIMOHHBIN KOHCYnbTaTuBHbIN LeHTp (OAPKL) ana naymentos ¢ COVID-19 1 nHeBMOHUAMMU. [0 faHHbIM
OAPKL| (MpoKoHCYNbT1POBaHHbIE MO POCCUICKM PervoHam NauyeHTbl) IeTalbHOCTY 1 NpebbiBaHMIO
B OPUT, norn6no 52 pebeHka (9,2%), us kotopbix 90,4% (48 13 52) coCcTaBRANMN JETU C KOMOPOUAHOW
naTosnorunen, Cpean KOTopbix Ha 4 MecTe NoC/Ie OPraHNYeCKoro NopaxeHvs LeHTpanbHOM HePBHOW Ch-
CTeMbl, BPOXEHHbIX MOPOKOB cepALa, oHkonatonorun, — 7,7% (4/52), umenn C1. MoxHo npeanono-
XUTb, € yyeTom AaHHbIX OIPKLL, uto y pebeHka c C[] puUCK pa3BuTUA TAXKECTU HOBOW KOPOHABUPYCHOMN
nHbeKUMmM 1o HeobxoaMMocTu rocnutanusauum B OPUT He6oMbLION, COOTBETCTBYET MOMYNALUOHHOMY,
HO MNPV Pa3BUTUN TSXKENOrO TeUeHus [0 Tpebyiolero okasaHua meamurHckon nomowm B OPUT, puck
neTanbHOro ncxoda nosbiwaetca Ao 15%.

3AKJIIOMEHME: npepcTaBneHHble JaHHble JEMOHCTPUPYIOT HEO6XOAMMOCTb O6CYKAeHMUs Npo-
rpamm BakLMHONPOPUNAKTKUN C MHMLMaLMei MPoGUIbHbIX KIMHNYECKNX NCCIIeA0BaHMIA, BO3MOXHO,
C BK/IOYEHMEM BblfieNIeHHbIX FPYMM PrUCKa Mo TAXKENOMY TeUeHMIO HOBOW KOPOHOBMPYCHON NHEKLMU
cpeawu nauuveHToB Ao 18 neT, CTpajatoLwMx XPOHNYECKMMM 3aboneBaHUAMY, C yHeTOM MeXAyHapOAHOro
1 OTeYeCTBEHHOrO OMbiTa.

.
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KNUHUYECKUIA CNYYAN TUNEPAIUMNONPOTEMHEMUW | TUMA Y PEBEHKA
MEPBOro rogA XusHu

M.A. NoanopuHa'?, IU. TumoweHko?, T.B. laBbigoBa'?, M.C. laBbigoBa’, T.B. CanpuHa’

'Orb0OY BO CublrMY MuH3zdpasa Poccuu, 2. Tomck
20lAY3 «[lemckas 6onbHuya Ne1» 2. Tomck

AKTYAJIbHOCTb. lvnepaunonpotenHemus 1 tmna (no ®penpuKkcoHy) ayToCOMHO-peLeccuBHoe
3aboneBaHMe ¢ YacToToO BCTpeyaeMocTn okono 1:1000000 HaceneHus. B ocHoBe 3aboneBaHus nexunT
AebULNT K CHUXKEeHME aKTUBHOCTU NIMMONPOTENHNMA3bI UK ee KO-PpaKTOPOB 13-3a FeHETNYECKOro
nedekTa. 3aboneBaHre AebOTYPYET YacTo B paHHEM AETCKOM BO3pacTe.

LENb UCCNEQOBAHUA. lMpenctaButh cnyvain runepnunonpoTterHemmin | tuna y pebeHka
Ha NepBOM rofly Xu3Hu.

MALUMEHTbI U METOAbI. Manbunk oT poauteneint TafXWUKCKON HaLMOHaNbHOCTU — MmaTepu
22 ropa (MmeeT M36bITOYHYI0 Maccy Tena), oTel, 29 fieT Co CNoB MaTepu 3A0PoB. bpak He ABnAeTCA KPOB-
HOpOoACTBEHHBIM. OTArOLWEHHYI0 HacNeACTBEHHOCTb MO OO6MeHHbIM 3ab0NeBaHMAM MaTb OTpPULAET.
PebeHok oT 2 6epemeHHOCTM 2 popoB. OT nepBoi 6epeMeHHOCTU ManburK (7 NeT) XPOHNYECKon na-
Tonorum He nMeeT. bepemMeHHOCTb NpoTeKana ¢ pecnupatopHou uHbeKUKel B NociegHeM TpUMecTpe.
Ponbl B cpok 40 Hep eCcTeCcTBEHHbIM NyTeMm, NpoTekanu ¢usnonornyHo. MNpu poxaeHun Bec pebeHka
coctaBun 3650r, AnvHa Tena 54 cm, oueHka no wwkane Anrap 9/9 6annos, BbiNUcaH Ha 3 cyT. MpyaHoe
BCKapMJIMBaHWMe nosyyan ¢ poxaeHua. Manbumk ¢ Bo3pacta 4 Mec TPUXAbl B Te4eHre 2 Mec nocTynaet
MO SKCTPEHHBIM NOKa3aHWAM B JeXXYPHbIN CTaLMOHap C OGHOTUMHBIMY anobamu B BUAE PBOTHI, XKUf-
KOro CTyna, MMXopajku, peskoi cnaboctu. Bo Bpems BTOpOI rocnutanusaumm BbisiBNieHa renatomera-
NNA, NPY B3ATUM BUOXMMMNYECKOTO aHann3a KpoBUM ABaXKAbl Xue3 CbiIBOPOTKM. Ha poHe npoBogrmoro
JIeYEeHMs1 NPOM30LLIIO KIIMHMYECKOe ynyulleHne, NauyeHT BbiMUcaH ¢ peKoMeHAaLAMU NpoaoSiKUT
obcnefoBaHve Ha npeamet aucnunuaemuin. OgHaKko, yepes 6 AHel Nocsie BbiNMCKU BHOBb MOCTyNaeT
B [I€XKYPHbIN CTaLMOHap.

PE3YNbTATDbI. Npun o6cnefosannm Ha 6a3e OTAY3 «[leTckas 6onbHUUA N21» 1. TomcKa npwu no-
CTynneHnn B GOXMMUYECKOM aHanuse KpoBW TpUrnuuepuabl 24.8 MMonb/n, obLwnin xonectepuH
5.0 mmonb/n. B guHamuke MakcMmanbHOe 3HauyeHue KOHLUEeHTpauuu TPUrMuepruaoB COCTaBUNO
39,6 MmoOsIb/N, OTMeYanochb NoBblleHMe a-amunasbl B Kposu go 110 Ea/n, noBbiweHne KpeaTnHm-
Ha Ao 80 MKMonb/n(ckopocTb KnyboukoBon ¢punbTpaumn = 36 ma/mud/1,7 m2). B nunugorpamme
NUNONPOTENHbI HU3KOW MNOTHOCTU (NpAMoi meTtod) 1.21 MMONb/N, NUNOMNPOTENHbI OYEHb HWU3-
KO MNOTHOCTM 7.56 MMONb/N, NHAEKC aTeporeHHOCTN 18.5. MeToOM TaHLEMHOWN MaccC-CneKTpo-
METPUM UCKITIIOYEHbI TM30COMHble 60/1e3HM HaKomnieHua (6onesHun Kpabbe, Momne, ®abpu, lMowe,
HumanHa-lMnka, mykononucaxapugos | Tvna). YnbTpasBykoBoe nccnefoBaHne opraHoB 6ptolHom
NMoNOCTN BbIABWIIO FemnaTtocnieHoMeranuo, ymepeHHole AnddysHble U3MEHeHNA NMapeHXUMmbl ne-
yeHu. MpoBeaeHa TeneMeaUUMHCKAnA KOHCYNbTaLMA CO CTapWwyM HayuyHbIM cOTpyAHuKom OIBY
«HMWL SHpokpuHonorun» MwuH3gpasa, K.M.H. OkopokoBbiM [1.J1. KapAanMonoromMm-nunungonorom,
npogeccopom, A.M.H. KnuHukn OI6OY ANO PMAHIMO M3 Poccum Cycekosbim A.B. PelleHriem KoH-
CMAnyMma BbICTaB/IeH OCHOBHOW AMarHo3 Taxenasa runepnunonpotenHemus | Tmna, ocNoxHeHHan
OCTPbIM MAHKPEaTUTOM, OCTPbIM MOBPeXAeHMeM nouek. bbin pekomeHZoBaH aHanuM3 ypoBHeNn
NMNUAOB y OTLa U MaTepy, a TakKe POACTBEHHVKOB MepPBON 1 BTOPOI NMHUN. Y maTepun pebeHka
B IMNVAHOM CReKTpe obLmnin xonectepuH 5,4 mmonb/n, Tpurnuuepugbl 3,0 Mmonb/n, nunonpoTe-
WHbI BbICOKOW MNOTHOCTM 0,8 MMONb/N, NMNONPOTENUHBI HU3KOW MAOTHOCTU 3,2 MMONb/N, UHAEKC
aTeporeHHocTn 5,6. Pe3ynbTtaThl aHanm3oB oTua (co cnoB matepu) — 6e3 natonoruu. B neueHun
pebeHKy 6blI0 Ha3HAaYEHO KOPMJIEHVE CMECbIO CO CpefiHeLlenoYeYHbIMM Tpurnuuepugamm, beHo-
¢ubpat 5 Mr Ha Kr Beca B CyTKU. PebeHKy Obln NpUCBOEH MananaTUBHLIA CTaTycC (BTopas rpynna
3aboneBaHwuii), 6bin NepeBefeH B NannAnaTMBHoe oTaeneHne. Ha MOMEHT HanncaHus Tesnca y pe-
6eHKa pa3BUINCb MHOXECTBEHHbIE OCNTOXKHEHUA: XpOHMYecKas 60ie3Hb Noyek, cTagua 3a, BTopuy-
Has apTepuasnbHas rMnepTeH3ns, SpMTPONO3TUH3ABUCMMAA aHEMUA XPOHMYeCKoro 3aboneBaHus,
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3APABOOXEAHEHWA BeHHast OpraHu3aILs 'I SHAOKPWHO/IOr 0B
POCCHIACKOM ®EREPALUMM  (DTBY «HMULL 3HAOKPUHONOMMMY o cemiickas ACCOLMA LIS \ CawkT-lNeTepbypra

XPOHMYECKMI MaHKpeaTuT, HeasKkorosibHas Xu1poBas 6onesHb neyeHu, erkas 6enKkoBo-3HepreTu-
yeckasn HeloCTaTouyHOCTb. Ha momeHT Bbinucku n3s OTAY3 «[leTckasa 6onbHMUa N21» r.TomcKa ypo-
BEHb TPUIMNLLEPUAOB Y NaLMeHTa CocTaBaan 22,2 MMosb/n.

3AKJTIOMEHME. Takum 06pa3om, ArarHocTvka runepaunonpotenHemun | Tuna B JaHHOM crlyyae
6blna 3aTpyAHUTENbHA BBUAY KNVHNYECKOW KapTHHbI, XapakTepHOM 6osiblue A8 KULWEeYHON nHdeKumu,
NocTeneHHOro HapacTaHNA CMMNTOMATUKW, PeAKoN BCTpeYyaeMoCTy natonoruu. MNaumeHTsl ¢ YpesBbi-
YaliHO BbICOKUM YPOBHEM TPUIMMLIEPUAOB MOTYT MeTb Gonee TAXKeNloe TeYeHUe NaHKpeaTnTa, a fno-
BTOPHbIE 3MM30A4bl OCTPOro NaHKpeaTnTa yXyALwatoT NPOrHos.

.
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NMULLEEBOE NOBEJEHUWE U ETO CBA3b C YPOBHEM AAVUNOKMHOB Y UHKPETUHOB
Y AETEM U NOAPOCTKOB, POAMBLUMNXCA HEAOHOLWIEHHbIMU

M.A. MognopuHa, 10.C. Padukosa, T.B. CanpuHa
MedepanvHoe 20cydapcmeeHHoe b100xemHoe 06pazosamersibHoe yypexoeHue 8biclie20 06pazo8aHus
«Cubupckuti 20cy0apcmeeHHbili MeOUYUHCKUU yHusepcumem» MuHucmepcmea 30pasooxpaHeHus
Poccutickoli ®edepayuu (T6OY BO CublMY MuH3dpasa Poccuu), Tomck

BBEJEHMUE: B HacTosALee Bpema pacCTPONCTBa NUTaHWA pacnpoCcTpaHeHHan NaTonorunsa, NosTomy
BaXkeH MOVCK NPeAUKTOPOB HapyLUeHN NMLLEBOro NOBeEHWS, BbiAeNeHre rpynn prcka. AKTUBHO 13-
yuyaeTcA ropMoHanbHasa perynauma nmieBoro NnoBeaeHus.

LIENTb UCCNEAOBAHUA: ycTaHOBWTb 0CO6EHHOCTY CeKpeLn aAMNOKNHOB U MHKPETMHOB 1 AaTb
XapaKTePUCTMKY MX B3aMMOCBA3M C TMMaMn paccTponcTs nuiesoro nosefexuva (M) y geten n nop-
POCTKOB, POXKAEHHbIX HEJOHOLEHHbIMM.

NALUEHTbI U METOAbI: yyacTHUKM UCCIEA0BAHUA AJI OCHOBHOW rpynibl HAGUPAnuCh U3 Ync-
na peTen, HaXoAMBLUMXCA B OTAENIEHNN BbIXaXXMBaHUA HeAOHOLWEHHbIX BToporo 3tana OlAY3 «[leTckan
60nbHMLa N21» 1. TOMCKa 1 BbIMUCaHHbIX B neprog ¢ 1999 no 2006 rr. lpynny cpaBHEHUA COCTaBUAY 3[0-
poBble AeTy, POAUTENN KOTOPbIX MOANMcanm AO6poBosibHOe MHGOPMUPOBAHHOE Corflacue Ha yyacTtme
B cCnefoBaHuW. KpuTeprsimm BKIIOYEHWSE B OCHOBHYIO Fpynmny Obiniv JeTU 1 NOAPOCTKU B BO3pacTe
10-17 net 11 mec, poaMBLUMECA HEAOHOLEHHbIMK (Ha CpOKe MeHee 37 Hef, 11 BECOM MpPU POXAEHUN
MeHee 2500 rpamm), a Takxe Hanuume NHPOPMMPOBAHHOFO Corfacua pogutenei. B rpynny cpasHe-
HWA BOWWNW JETW N NOAPOCTKN CONOCTaBMMble MO BO3PacTy, HO POAMBLUMECA B CPOK. Y AeTen muccne-
[OBanUCb B Mna3mMe KPOBU FOPMOHbI METOLOM MMMYHOGEPMEHTHOrO aHanv3a, TakvMe Kak UHCYNVH,
rnokaroHonoaobHbi nentug-1 (MMM-1), rokaroHonofobHbin nentug-2 (MM-2, roKo303aBUCUMBbIN
WHCYNUHOTPONHbIN nentua (MNM), anunoHeKTUH 1 BuCchaTuH. Bce yuacTHMKM UCCneaoBaHUA 3anoHANN
onpocHuK nuwesoro noseaeHus Dutch Eating Behavior Questionnaire (DEBQ), B koTopom BbigensioT
Tpu Tvna MM (orpaHNYNTENbHBIN, SMOLMOrEHHbIN, SKCTePHanbHbIA). CTaTUCTUYECKMIN aHaNn3 AaHHbIX
nNpon3BOAWICA C UCMONIb30BaHNEM NaKeTa NpuKNagHbix nporpamm (SPSS 20.0).

PE3YJIbTATbI: B nccnegoBaHun npuHano yyactue 123 pebeHka, B OCHOBHYIO rpynmny Bownv 58 ae-
Ten, cpepHnin Bo3pact coctasun 12[11;13] neT, rpynny cpaBHeHWA COCTaBUN 65 AeTeln CO CPefHUM BO3-
pactom 13[10;15] net. HapyweHue MM BcTpeyanoch y 47,9%(59 3 123) geteln 1 NoApOCTKOB B o6Lei
BbIOOPKE, U3 HUX B rpynmne cpaBHeHus 35 13 65(53,8%) feten, npotus 24 13 58(41,4%) B OCHOBHOW rpynmne
(p>0,05). Y ManbunKoB, poXAeHHbIX NMpeXKAeBPeMEHHO, Yalle oTMeYanucb HapylieHus Ml B cpaBHeHUN
KaK C AOHOLWEHHbIMM cBePCTHUKamMK (OLL=2,6, 95% [=1,1-7,2), TaK 1 C fEBOYKAMU, POAMUBLLUMXCA NPEX-
naespemenHo (OLL=19,4, 95%[11=4,6-81,2). B oCHOBHO rpynmne Manb4ymKoB Yalle No CPaBHEHMIO C Malb-
YyrKamu rpynmbl CPaBHEHUA BCTpeyanca smoumnoreHHbi Tun MM (15 13 30(50%) npotve 4 13 36(11,1%)
(x*=12,07 p=0,001). Y neBouYek OCHOBHOIN rpynnbl pexe GUKCMpoBanMCch HapylleHua MM no cpasHe-
HMIO C UX AOHOLWeHHbIMK cBepcTHULamm (OLL=0,07, 95%[/1=0,02-0,3). B ocHOBHOI rpynne ypoBeHb
BUChATMHA OblN HYXKE, NPEVMYLLECTBEHHO 3a CYeT KoropTbl AeBouyek (7,99[6,22;11,13] Hr/mn npoTus
12,04[8,32;13,95] Hr/mn (p<0,01)), @ KOHUEHTPauMn agunoHeKTuHa, IMM-1, MM-2 n T M He nmenn gocTo-
BEpPHbIX pasnuumnn mexay rpynnamu (p>0,05). BucdaTuH 1 agnnoHeKTVH He UMeNn CTaTUCTUYeCKM 3HauN-
MbIX B3aumocBaA3eit ¢ Tunamm M1 ycTaHOBNEeHHbIX B pamKkax onpocHunka DEBQ(p>0,05). B obweit Bbibopke
6bina BblABMEHa NpsAMas B3aUMOCBA3b 6ansioB MO OrpaHMUUTENbHON LWKane ¢ yposHem MIMN-1 v MMM-2
(r=0,5 n r=0,4 cooTBeTCcTBEHHO, P<0,01). B 0cHOBHOM rpynne coxpaHanacb cBA3b [TIM-1 ¢ orpaHnumnTensb-
HbiM MM (r=0,4, p<0,05). B rpynne cpaBHEHNA Takxe COXpaHANnacb NonoxmrenbHaa cBasb Kak MMM-1, Tak
1 IMM-2 c orpaHnumtensbHbim MM (r=0,6 n r=0,6, p<0,01). ABUNOHEKTVH, BUCPATUH 1 MHCYIUH He ume-
N CTaTUCTNYECKM 3HAUMMbIX B3aumocBsaseld ¢ Tnamu M. B obuielt Bbibopke AeTelt ¢ HapyweHuamu MM
6blna 3aPMKCMpPOBaHa CTaTUCTMYECKM 3HAaUMMas CBA3b orpaHudmTenbHoro MM ¢ yposHem IMIM-1 v IMM-2
(r=0,5 n r=0,5 cooTBeTCcTBEHHO, pP<0,05), B TO BPeMs KaK AeTu He umetolyme HapyLueHu Ml He npoasunm
3HaUMMbIX Koppenauuii. Mpn aHann3se AaHHbIX y feTel B 3aBUCMMOCTY OT MMEIOLLEroca Tuna HapyLeHna
MM cTaTncTYeCKn 3HaYMMbIX B3aMMOCBA3EIN C FOPMOHaMM He 6bINo BbIABJIEHO.
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3AKJIOYEHME: [leTn, poxaeHHble HeJOHOLLEeHHbIMM, HAXOAATCA B rpynmne pucka passuTua Hapy-
weHmn MMM K nogpocTkoBoMy BO3pacTy. [1pr 3TOM, y MafIbuMKOB Yallle PerncTprpoBanch HapyLLeHNA
MM, Taknum 06paszom, popmupys rpymnny NOBbILEHHOTO PUCKa Pa3BUTMA NULLEBbIX PacCTPONCTB. BbisAB-
NeHHasn B3auMocBA3b KoHLUeHTpauuu [MIM-1 v 2 ¢ orpaHnymtenbHbim MM noaTBEpXKAAET €ro NHIMOMPY-
lolee BANAHNE Ha MPUEM MULLN.

Pa6oTa BbinonHeHa npw noaaepxke Poccuiickoro NymaHntapHoro HayuHoro ®onaa (N215-06-105).

\_
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XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

K BOMPOCY AUATHOCTUKN OXKWUPEHUA U CTENEHU EFrO TAXKECTU Y AETEN

B.K. Monskos, E.C. MaTBMeHKO
®rboy BO Capamosckuti FTMY um. B.U. Pazymosckozo

Mpobnema neyeHna M NPOGUNAKTUKNA OXKUPEHUA 3aHVMMAET OAHY W3 NVAVPYOLWMX MNO3ULMUIA
coBpemMeHHOW MefuumHbl. BO3 npusHana oxnpeHre BTOPbIM HEMHEKLVOHHbIM 3aboneBaHuemMm,
umMerollee Xxapaktep naHaemmn. OCHOBHbIM KpUTEpUEM ANarHOCTUKN OXMPEHNA ABAAETCA U36bITOK
XKMPOBOW TKaHU, @ OCHOBHbIM OOBEKTUBHBIM KpMTEPUEM ero n36ObiTKa ABNAETCA OLieHKa Macchl Tena
nauveHTa.

B Poccun, Kak 1 Bo Bcem mupe, € 2014 . OCHOBHbIM KpUTepreMm OLeHKMN CTeNeHn NTaHnA y fe-
Tel U NOAPOCTKOB CTas nHAeKC maccbl Tena (MMT). [laHHbIV noKa3aTenb CTan OCHOBHbIM KprTepuem
ANA ANarHOCTUKN OXMPEHNA y ileTell 1 NOAPOCTKOB. B CBA3M C mepexofom Ha HOBble KpUTepun BO3-
HVKIU 1 HOBble Mpobnembl, 3aK/oyaolmecs npexae scero, B Hopmatusax IMT ana peten. Mpo-
6nema HOpM AN aHTPOMOMETPMYECKMX NOKasaTenen y Aetei 6bina, ocTaeTca 1 OyAeT akTyasbHOW.
[InA X OLeHKN BO3MOXHO MPUMeHEeHMe 06LeMNPOBbIX, HALMOHANbHbIX U PerMoHanbHbIX HOpMa-
TNBOB, 06HOBNATL KOTOpble BO3 pekomeHayeT KaxAble 15 neT. B HacToAwwee BpemA ANiA OLEHKM
MMT B MupoBoOI NpakTMKe ncnonb3yioT Tpu Braa Hopm, IOTF n CDC pa3paboTaHHbie B 1963-1993
(94) rr. n Hopmbl BO3, co3paHHble B 1997-2003 rr. B cBA3M c oTcyTCcTBMEM B POCCMM HaLMOHabHbIX
HopmaTtueoB Ana VMT Befylwymu crnieyuanmctamy B 0651acTu NIeUEHNA OXUPEHNA NPeasioKeHo
ucrnonb3oBaTb HopmaTtuebl BO3. B pabote, npoBefieHHON HaMmu paHee, 2010 . NoKasaHo, YTO eB-
ponenckne 1 amepuKkaHckme HopMmaTuBbl ana oueHkn VIMT HeKoppeKTHO Mcnonb3oBaTb ANA ero
oueHkm y feteit CapaToBCKOM obnacTu.

LLENIbIO paboTbl ABMNOCH CPaBHEHME pe3yNibTaToB oLeHKr Hopm UIMT, npegnoxeHHbix BO3 n pas-
paboTaHHbIX perroHanbHbix HopmaTeos IMT.

MATEPUAIJIbl U METO/AIbl: npoBeaeHO cpaBHEHVE 3aKMIOYEHNIA O CTEMEHN TAXKECTU OXMUPEHUA
y 101 manbumka n 95 geBoyek B BO3pacTHbIX rpynnax 7, 10, n 17 neT, KoTopble HaXOAWANCH Ha NeYeHnn
B A€TCKOM 3HAOKpPUHONornyeckom otaenernm YKb N1 Capatosckoro FMY um. B./. Pasymosckoro. Kpu-
TepUAMM NOCTaHOBKM iUArHo3a 1 CTeNeH) OXXMPEHNA ObiNn HaLMOHaNbHble peKOMeHAALUM MO AnarHo-
CTVIKE 1 NIEYEHUNIO OXKMPEHMA, OCHOBaHHble Ha SDS VIMT, npepnoxeHHble BO3. CpaBHeHne npoBoannu
C aHaNorMyYHbIMK, paccumTaHHbiMK Ana aetein r. CapaToBa. PermoHanbHble HOPMaTUBbI pa3paboTaHbl
aBTOpamu € JOBePUTENbHbIM MHTEPBANOM 95% Ha OCHOBaHMM OLIEHKW POCTa 1 MacChbl Tena ieTell B BO3-
pacTe oT 6 1o 17 net. ManbuukoB 6b110 7162, X KoNMYecTBo Konebanocb ot 119 go 836 B pasnnMuHbIX
BO3pacTHbIX rpynnax. Bcero geBouek 6b110 6990, ¢ konebaHuamY oT 151 fo 887 B pa3nmyHbIX rpynnax.
ConocTaBMMOCTb MCMOJMIb30BaHNA Pa3/IyHbIX HOPMATMBOB OLIEHMBANN MO KOMMYECTBY COBMafeHUi
OLIeHKM CTeMeHN TAXKECTV OXMPEHNA Y MaNbUKOB 1 AeBOYEK Pa3SIMYHOro BO3pacTa, NPOBeAeHHON Npu
MCNonb30BaHNMN Pa3NYHbIX HOPMATUBOB.

PE3YJIbTATbI: npu oueHKe pe3ynbraToB BbiABEHO, YTO B BO3pacTe 7 neT CcoBMajeHue crene-
HU TSXKEeCTU OXUpeHusi 3adrKcMpoBaHo y 35,5% ManbunKoB, a HecoBnageHne — y 64,5% (t = 2,286;
p = 0,0258). CoBnafieHue cTerneHmn TAXKECTV OXKUPeHUs 3adprKCpoBaHo Y 42,9% aeBoyek 7-u neT, a He-
coBnageHve —y 57,1% (t = 1,269; p=0,2898). B 10-Tn neTHem Bo3pacTe y MasibyMKOB COBMageHme cTe-
NeHN TAXKECTU OXKMPEHUA BbiABNEHO B 29,4% cnyJaes, HecoBnageHne — B 70,6% (t = 3.395; p =0,0012).
Y neBouek B 10 neT oHa coBnanay 80,0% nauMeHTOB 1 He coBnana Tosbko y 20,0% (t= 3,795; p= 0.0005).
Y manbumkoB B Bo3pacTe 17 fieT CTeneHb TAXECTV OXMPEHWUsA, AMarHOCTMPOBaHHaA Mo KpuUTepram
BO3 u pervoHanbHbiM HOpMmaTuBam, coBnana y 20,8% nopgpocTkos 1 oTanyanacb y 79,2% (t = 4,041;
p=0,0002). Y 17-1 neTHMX AeBOYEK OANHAKOBaA CTENEHb OXXMPEHWA, BbIABNEHHAA MO Pa3INyHbIM Kpu-
Tepuam, nmenacb y 29,6% nauneHToK 1 pasnuyHaa — y 70,4% (p = 2,994; p= 0,0042). Bo Bcex BO3-
pacTHbIX rpynnax Haubosblume PasnnuKs NosyyYeHbl MPK CONOCTAaBAEHNM YacTOTbl MOPOUAHBIX GOpM
1 OXMpPeHNA NepBon cTeneHn TaxecTn. [Mpn NCNonb3oBaHNM PervoHanbHbIX HOPMaTUBOB KONNYECTBO
MaLMEHTOB C TAXeNbIMU GOpMamm OXKMPEHNA Obio 6osblue, a C NepBOil CTEMEHBIO — MEHbLUE, YeM NP
ncnonb3oBaHum Kputepues BO3.
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MonyyeHHble AaHHble CBUAETENbCTBYIOT O PasNNUMAX PErvoHanbHbIX HOPMATMBHBIX 3HaYeHWN
WMT pna peten CapaTtoBa 1 pekomeHayembix BO3. [laHHble pa3nnums oTpaxaloT 6onee HU3KMe noKa-
3aTeniv Maccol Tena y Aetein CapaToBa, YeM y AeTel, B3aTbiX Anisi pa3paboTku Hopm BO3. YuntbiBas 31u
pa3nnuus, BCTaeT npobiema LenecoobpasHoOCT UCNONb30BaHWsA TeX UK UHbIX HopMaTuesos IMT. Bo-
npoc He UMeeT OAHO3HauYHOro oteeTa. C OHON CTOPOHbI, NCNonb3oBaHNe Hopm BO3 nossonseT yHu-
drLMpOoBaTb ANArHOCTUKY OXKUPEHNA 1 CTEMEHU €ro TAXECTW Y AieTeld B Pa3HbIX CTpaHax, M Tem cambim
CTaHAAPTU3MpPOBaTb CTAaTUCTUYECKNI yyeT. C APYroi CTOPOHbI U3BECTHO, YTO NIeYeHMIo Jlyylue nopaa-
ETCA OXKMPEHUeE NIETKON CTEMNEHN TAXKECTU, KOTOPOE ANArHOCTPYETCA paHblLe, YTO BO3MOXHO Npu 1C-
MoJIb30BaHUN PETVIOHANIbHbIX HOPM.

Kak Bo3MOXHOe pelueHne npobnembl, yunTbiBas obLieNPUHATbIE peKoMeHAaLMN Mo O6HOBAEHUIO
1 NepecmMoTpy aHTPOMOMETPUYECKIX HOPM, MpefiaraeM CO3AaTh HaLUMoHanbHble, Poccuiickne, Hopma-
TBbl VIMT y fieTel, BO3MOXHO C 60ree LIMPOKUM JOBEpPUTENbHbIM UHTEPBAIOM.

.
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POXXAEHHbIV PAHbLUE CPOKA: METABOJINYECKUA CUHAPOM — ECTb JIU PUCK?

10.C. PadnkoBa, T.B. CanpuHa, M.A. MognopuHa
@rb0Y BO «Cubupckuli 2ocydapcmaeHHbili MeduyuHCcKul yHusepcumem» MuH30pasa Poccuu, Tomck

LEEJIb — oueHuTb Hannune komnoHeHToB MC y feTell 1 NOAPOCTKOB, POAUBLUNXCA HEAOHO-
LIEHHbIMMU.

MATEPUAN N METOAbI. B vccnepoBaHum npuHAnKM yyactue 123 uenoBeka, POAMBLUNXCA
3a 1997-2008 rr., 58 peTel, POAUBLUNXCA HeAOHOLEHHbIMK, BO3pacT 12+1,3 rofa, CPoK rectaumm
33,0741,9 Hep (ocHOBHas rpynna). [pynny KOHTPONA COCTaBUAN 65 AOHOLIEHHbIX CBEPCTHUKOB, BO3PacT
12,7+2,2 ropa, cpok rectauun 39,5+0,8 Hel. Y yyacTHMKOB oLeHMBanu ¢usmnyeckoe passutue [pocT,
Macca Tena, uHgekc maccol Tena (UMT), okpyxHocTb Tanum (OT), ob6xBaT 6epep (OB)] no nporpamme
WHO AnthroPlus, komnoHeHTbl MC oLieHMBanu cornacHo pekomeHgaumam MexayHapoaHoi anabeTu-
Yeckon pepepaLyn.

PE3VYJIbTATbI. V/136biTouHas macca Tena oTmeyeHa B 31% ciyyaeB B OCHOBHOW rpynmne u 9,2%
B rpynne KoHTponsa (p=0,002). AbgomuHanbHbI TN )upootnoxeHus (OT/Ob >0,8) umen 21 ueno-
BeK, B rpynne KoHTpona 4 (p<0,0001). OT >90-ro npoueHTUNA nmenn 5,2% HepaoHOLWEHHbIX. [Tokasa-
Tenu z-score UMT y manbumkoB u gesoyek, OT/ObB Bblilie B OCHOBHOW rpynmne, Yem B rpynmne KOHTpona
(p=0,04, 0,01, <0,0001 COOTBETCTBEHHO). Y HEAOHOLLEHHBIX JEBOYEK NMYyHEpTaTHOro BO3pacTa ypoBeHb
MNonpoTerHoB Hu3Kow nnotHocTy (JIMHIM) n nHaekc ateporeHHocTu (M1A) Bbilwe, YeM y AOHOLLEHHbIX
cBepcTHUL, (p=0,04 1 0,02 cooTBeTCTBEHHO). Macca Tena, pocT, z-score pocTa, OB, OT, UMT y Hux B3au-
MOCBA3aHbl C ypoBHeM TpuanruuepuHoBs (TAT) B CbIBOPOTKE KPOBM HEAOHOLLEHHbIX AeBoYek (p=0,002;
0,03; 0,03; 0,005; <0,0001; 0,02 cooTBeTCTBEHHO). Al' Kak KomnoHeHT MC peructpupoBanu B 37,9%
HabnioaeHV B OCHOBHOW rpynne 1 B 1,5% B KOHTposnbHoi rpynne (p<0,0001). HopmanbHoe Al nmve-
nn 51,7% yenoBek U3 OCHOBHOW rpynnbl 1 89,2% B KOHTponbHOW rpynne (p<0,0001). Al cpean peTein
1 MOAPOCTKOB, POAMBLUMXCA HEAOHOLEHHbIMU, OTMeYeHO B 34,5% HabniofeHni, B rpynmne 340poBbIX
cBepcTHKOB — B 1,5% (p<0,0001). Y HeAOHOLLEHHbIX AieBOYEK ypoBeHb Al acCOLMMPOBaH C MHAEKCOM
Tyg (p=0,004).

3AKJTIOMEHUE. A6goMUHaNbHBIN TUM XMPOOTIIOXKEHMWS Hapaay C M36bITOYHO Maccoii Tenla valle
BCTPEYaeTCA B KOropTe He[JOHOLIEHHbIX. YPOBeHb MMNKEMUM HaTOLWaK 1 MoKasaTeny nMnugorpamMmmbl
He UMEIOT CyLeCTBEHHbIX OTKIIOHEHUIA OT HOPMbI B 06LLell BbIGOPKE, OAHAKO He[JOHOLLEHHbIE AeBOY-
K1 neprioga nybeprtata AeMOHCTPMpPOBanu nosbileHne yposHa JIMHI 1 BbicoKyto cTeneHb accouma-
UMK nokasatenen ¢usuyeckoro passutua (OP) c yposHem TAT. Okono 40% peteid U MOAPOCTKOB, PO-
AVBLUMXCA HEAOHOLEHHbIMY, MetoT Al > 90-ro NepLeHTUA, 1 HEMHOTVMM MeHbLUe PerncTprpoBanmn
Al | cteneHwn. YposeHb AJl y HeJOHOLIEHHbIX AeBOYEK acCoLMnpOoBaH C nHaekcom Tyg, a nokasartenu
OP — cyposHem TAT.
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OTAANEHHbBIE NOCNEACTBMA HEAOHOLWEHHOCTU: HAPYLLEHUA
OU3NYECKOIO PA3BUTUA N NULWLEBOIO NOBEAEHUA Y NOAPOCTKOB

10.C. Padukosa, T.B. CanpuHa, M.A. MognopuHa
®rb0OyY BO «Cubupckuti 20cydapcmeeHHbIl MeduyuHcKul yHusepcumem» MuH3dpaga Poccuu, Tomck

LLEJIb. OxapakTepun3oBaTtb ¢pusmyeckoe pa3sutus (OP) n nuwesoe nosegeHue (MM) getelr n nog-
POCTKOB, POAVBLUNXCSA HEAOHOLLEHHbBIMU.

MATEPWUAJIbl U METOAbI. B nccnegoBaHun npuHanu yvactve 123 yenoBeka, poAMBLUNX-
ca B 1997-2008 rT., B TOM Yncne 58 HefOHOLWEHHbIX AeTel, Bo3pacT (12 = 1,3) neT, cpoK recraymm
(33,07 + 1,9) Hep (ocHoBHaA rpynmna). Mpynny KOHTPONA COCTaBMAM 65 [OHOLUEHHbIX CBEPCTHUKOB,
Bo3pacT (12,7 + 2,2) neT, cpok rectaumm (39,5 + 0,8) Hel. YyacTHMKam npoBefeHa oueHka OP (pocr,
BeC, MHAeKC macchl Tena (MMT), okpyxHocTb Tanuu (OT), okpyxHocTb 6egep (OB)) no nporpamme
WHO AnthroPlus v MMM ¢ nomoLwbto ronnaHackoro onpocHuka DEBQ.

PE3YJIbTATbI. B nccnepgoBaHmm nokasaHo, YTO POCT U Z-SCOre pocTa MaJibuMKOB 1 IeBOYEK OCHOB-
HOW rPYNMbl HAXeE, YeM Y UX AOHOLLEHHBIX CBEPCTHUKOB, p = 0,04; p = 0,004 cooTBeTCTBEHHO (p < 0,0001
AnA z-score pocta). OTMeuyeHo, uTto z-score IMT y ManbuMKoB 1 AeBoYEeK OCHOBHOW rpynrbl Bbille, Yem
y BOHOLWEHHbIX, p =0,04; p=0,01; OT/OBb y AileBOYEK OCHOBHOW rPyMbl BbilE, YeM Y JOHOLLIEHHbIX CBEp-
CTHUL, p < 0,0001. Y HeOHOLIEHHbIX MaNbYyMKOB BbiABEHbI cnegytowwme Tinbl M1: orpaHnYnTeNbHbIN
(13,3%), 3MOLMOTreHHbIN N 3KCTEPHANbHBIN (N0 50%), coYeTaHNE SMOLMOIEHHOIO 1 SKCTEPHANIbHOrO
(33,3%). B koHTponbHOW rpynne obHapy»xeHbl cnegyiowwme Tunbl MM: orpaHuunTensHbii (5,7%), amo-
LiMoreHHbIN (28,6%), sKCTepHanbHbI (32,3%), coueTaHre 3MOLMOreHHOMO 1 3KCTepHanbHoro (10,8%),
coyeTaHme Bcex Tpex TMnos (5,7%). Y aeBouek Habnopanuck cnegytowme tunbl MM: orpaHnymTenbHbIN
B OCHOBHOW rpynne (7,1%) 1 KoHTponbHo (36,7%), p = 0,007; amouunoreHHbln — 10,7% npotus 36,6%
13 KoHTpona (p = 0,02); akcTepHanbHbI — 10,3% npoTne 60% 13 KoHTpona (p = 0,003). B KOHTponb-
HOI rpynne oTMeYeHO coyeTaHne SMOLMOreHHOrOo 1 3KCTepHanbHoro (16,7%), B OCHOBHON rpynne —
0, p = 0,02. Y HEAOHOLLEHHBIX MaNbYyMKOB SMOLMOIEHHBIN N SKCTepHaNbHbIN TN MM 1 ux coyetaHne
Habnoganuck valle, yem y aeBouek (p = 0,001; p = 0,02; p = 0,001).

3AKNIOYEHUE. MogpocTku, poamelinecs HeOHOLWEHHbIMW, HUXe AOHOLIEHHbIX CBEPCTHUKOB
1 UMeEIOT BbICOKMe z-score MMT. ManbuvKkn peanvsytoT HapyLLeHNsa SKCTePHaNbHOro U SMOLMOreHHOro
TUMNOB U NX COYETaHe.

ol
3 2Ll I I . \
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k- ¥ 3APABOOXPAHEHWA OBiecTsenHas opranusans ‘I SHAOKPWHO/IOr 0B
POCCHACKOH ®EAEPALUMKH  DIBY «HMULL SHOOKPUHONOTUMY  pocemiickag Acc ONMAIIMS \ CawkT-lNeTepbypra
HaR MMngpaBa Poccumn 3HJA0KPUHOJIOTOB
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NPOBJIEMbl FOPMOHAJIbHO TEPAMUN TPAHCTEHAEPHbIX MOAPOCTKOB
B POCCUW: OMUCAHUE ABYX KNTMHNYECKUX CJTYYAEB: FTM (FEMALE-TO-MALE)
N MTF (MALE-TO-FEMALE) — NOAPOCTKOB

10.A. CupgopoBa
KnuHuka 0emckoti 0okazamenbHol meduyuHel Docdeti, 2. Mocksa

AKTYAJIbHOCTb: leHpepHaa anchopua — aMckompopT MHANBUAYYMA, Bbi3blBaeMblli HECOOT-
BETCTBMEM MeX[y BHYTPEHHMM OLLyLLieHeM NPUHAAJIeXHOCTM K onpeeneHHOMY Nony 1 3aperncTpu-
POBaHHbIM MOJIOM MPU poXAeHUN. ToYHasA CTaTUCTVKa BCTPEUYaeMOoCTy reHfepHon amcdopumn B Mmrpe
Hen3BeCTHa, NPeAnoNoXKNUTENbHO, CPeAN MYXXUMH reHfepHan ancopusa BcTpevaetca y 1 yenoseka
13 30 TbIC., ¥ CPeAn XeHLWMH ¢ yacTtoToi 1 Ha 100 Tbic., cpean nogpocTkoB 0,7% TpaHCreHAepHbIX AeTel.
B Poccnm TouHas ctatncTuka HemssecTHa. Hxke npeacTaBneHbl ONMcaHnA ABYX KNIMHNYECKNX CTyYaeB:

MauwveHT 1,16 neT, npn poxaeHun Obia 3aperncTpUpoBaHa B >KeHCKOM Mone, reHAePHY Ancdo-
pvis ucnbiTbiBaeT ¢ 13 neT: naeHTeULMpYeT cebs ¢ My)umHoii. C 14 neT — NpocuT Ha3biBaTb ce6A MyX-
CKUM MMeHeM, € 15 f1IeT — CamMOCTOATENIbHO HauMHaeT rOPMOHasbHYI0 Tepanunio TpaHCcAepMasbHbIMU
dopmamun TecTocTepoHa. YpOBeHb MOMOBbIX TOPMOHOB, @ TakXKe BMOXMMUYECKME V3MEHEHNA KPOBU
[0 Tepanuu 1 Ha $poHe Tepanuun He oTcnexnBanucb. ObpaTunach ¢ Lenbio Nofoopa MHbEKLUMOHHbIX
bopM TeCcToCTepOHa, MeAVLMHCKOrO 3aKIlUeHUsa OT ncuxmatpa ¢ Kogom F64.0 (TpaHccekcyanusm)
He nmena. Mpn ocmoTpe: pocT 164 cm, BeC 56 Kr, BbIpaXkeHHOe akHe, OBOJIOCEHME MO MY>KCKOMY Tuny,
BbIpaXKeHHbIN POCT BONOC Hap ryboi, Ha nogbopogke, TaHHep 5, runeptpodus knutopa (go 1,5 cm),
MEHCTPYyaLun OTCYTCTBYIOT B TeueHune 7 mec.

MauweHT 2, 16 neT, Npy PoXXAeHNM BbiN 3aperncTprpoBaH B Myxckom none. C 12 net naeHtuounum-
pyeT cebs Kak KeHLYMHa, MPOCUT Ha3biBaTb Ce6A EHCKUM UMeHeM, B 15 neT ycTaHoBNeH AnarHos F64.0
(TpaHccekcyanmsm). C 15 neT caMoCToATENIbHO NPUHMMAET CNIMPOHONAKTOH (200 MKr/CyT), ncnonbsyet
TpaHcAepMasbHble GOPMbl SCTPOreHOB 1 Mr/CyT: ypOBEHb 3N1eKTPONNTOB, SCTPaAMNOIa, TeCTOCTePOHa,
6V10-XMMU1YeCKMe NOKasaTenn KpoBy, KoarynorpamMmmy Ao U BO BPeMs Tepanuu He oueHrBarn. [Npu ocmo-
Tpe: pocT 175 cm, Bec 78 Kr, TaHHep 5, testes d=s=30 ml, npy nanbnaumm rpyaHbIX Xene3 — xenesmncras
TKaHb Ao 1 c™m’.

Oba nofgpocTka 6bin HampaBneHbl Ha 4OOOCNeJOBaHNE C LIENbo CKPUHWHIA HEXKenaTembHbIX Mo-
604HbBIX 3G HEKTOB rOPMOHAJIbHON TEPANUM U OCNIOXKHEHWA.

OBCYXXAEHUE: YunTbiBan, uto B HacTosALlee Bpema reHaepHasa ancdopusa CTaHOBUTCA pacnpo-
CTpaHeHHoI NPobnemoil, TOAPOCTKaM C AaHHbIM AVarHo30M HeobxoAnMa KBanneuLmnpoBaHHas meau-
LIMHCKasA NoMOLLb.

B HacTosAiLlee Bpems OTCYTCTBYIOT YeTKME MPOTOKOSIbl, OMUCHIBAIOLLNE HEOOXOAUMBIV MUHVIMYM
obcnefjoBaHNIN O Hayana 3aMeCcTUTENIbHOM FOPMOHAJIbHON Tepaniu Kpocc-ropMoHaMK, OTCYTCTBYHOT
[aHHble 0 J03aX FOPMOHabHbIX NPenapaToB 1 NpenmyllecTBax Gpopm.

Kpome Toro, BO3HMKaIOT 3TUYECKMe BONPOChI B CBA3MN C OTCYTCTBMEM NEPCNeKTUBHbIX NCCneaoBa-
HMIN Ha TeMy TPaHCreHAePHOCTM Y MOAPOCTKOB: CTOUT /I HAUMHATb FOPMOHaJIbHYI0 Teparnuio Kpocc-rop-
MOHaMV B A€TCKOM BO3pacTe, WM HEOOXOAMMO XAaTb COBEPLIEHHONETHA NOAPOCTKa (OAHaKO, OTKa3
OT OKa3aHVsA MeAULMHCKON NMOMOLUM MOXET YCyrybuTb reHAepHyio Anchopuio 1 NpuBecTn K aenpec-
CVBHBIM 3MK30[iaM U CyMUMAAbHBIM MbiCIAM). JIerkuii JOCTYyN K ropMoHasbHbIM npenapatam (6e3-
peLienTypHasa npoAaxa TpaHcAepMalbHbIX GOpM), HefloBepue K MeAMLMHCKOMY MepCcoHay, CTurMa-
T3aumMA AaHHOW KaTeropmm naunueHToB NPMBOAUT K CAMOCTOATENIbHOMY Ha3HaueHMI0 FOpMOHanbHOM
Tepanuu NOAPOCTKaMU, YTO TakKe MMeeT HeraTBHbIN 3GPeKT AnA nX 3[0POBbA.
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ANMAaEmMmmonorna sHAOKPUHHOU NATOJIOTMN Y OETEU APOCIABCKOM

OBJIACTU

B.B. Tys, E.B. LLleapoBa, H.A. JlomoHocoBa, O.B. MakunHa, O.B. KncenbHunkosa

6Y3 A0 O6nacmHas 0emckas KauHuyeckas 60/bHUYa,
®OrbOY BO Apocnasckuli 20cydapcmeeHHbil MEOUYUHCKUU yHUBepcumem

BBEAEHUE: 3nyaemnonorvs S3HAOKPUHHBIX 3ab0neBaHnin OTAIMYAETCA He TONIbKO B Pa3fINYHbIX
CTpaHax, HO 1 B pa3finyHbIX pernoHax Poccmm.

Llenb nccnegosaHume: nccnefoBaTb PacnpoCTPAaHEHHOCTb OCHOBHBIX SHAOKPUHHBIX 3a60neBaHnn
B fipocnaBckoit obnacTu.

PE3YJIbTATbI: MaTonorna sHAOKPUHHON CUCTEMbI Y AieTell B ApocnaBckor 061acTu 3a nocnegHne
LecATUNeTNA UMeeT HEeYKJIOHHYI0 TeHAEHLMIO K POCTy. YNCNeHHOCTb [eTCKOro Hacenexwua o 18 net
Ha 2020 r. cocTaBnsAeT 264 TbiC. YenoBek, U3 HUx 82,4% ropoackux geten. Cpean sHAOKPUHHON naTo-
NOrMK NPEBaNUpPYIOT Takne HO30510TNYeCKrEe eMHNLbI, KaK OXK1PeHUne, caxapHbli Aruabet 1 tmna (CA1)
1 NaToONOMMA WNTOBUAHON »ene3bl. KonnyecTBeHHan XxapakTepncTika 3aboneBaHnini SHGOKPUHHOM Cu-
cTeMmbl NpeAcTaBneHa B Tabnuue 1.

Ta6n. 1. KonnuecTBeHHasA xapaKTeprcTviKa SHAOKPUHHON NaTonoruu y AeTeii no fpocnasckor obnactyi 3a 2020 rog

B 1.u. BNnepBble

Hozonorua Bcero BbIAIBNIEHHbIN B 2020 T.
CaxapHblii gnabet 1 TMna 537 97
CaxapHbI gnabet 2 Tvna 10 2
BpoXaéHHbI rmnotnpeos 32 1
Anddy3sHbIN TOKCMYECKIMIA 306 14 2
Y3noBoii 306 112 26
TnpeonanTbl 301 77
Pak wuToBMAHOM enesbl 5 1
BpoxpaéHHaa ancdyHKLMA Kopbl HAANOYEYHUKOB 24 1
OxunpeHune 1673 303
MMnodusapHbIii HAHM3M 43 5
Cungpom Wepelwesckoro-TepHepa 8 1
MpexaeBpemeHHOe NOIOBOE pa3BuThe 21 5
HapyLeHne dopmupoBaHua nona 4 0
lmnonapatupeos 4 1
BpoxA&HHbIN rMNepuHCYANHN3M 3 0

fipocnaBckasn o6nacTb 3aHMMaeT NMMAUpYioLLee MecTo Mo pacnpocTpaHéHHocTn CA11 cpean peten
1 noppocTkos Mo LleHtpanbHomy PepepanbHomy OKpyry Ha NpOTsXeHUW nocnefHuX net. Ha KoHely
2020 r. Ha yuéTe cocTomT 537 peten ¢ C[l, n3 Hux 8 yenosek ¢ CJ1 2 Tmna. PacnpocTtpaHeHHocTb CA1
cocTtaBuna 222 Ha 100 TbiC. AeT. Hac., 3abonesaemoctb CA1 40 Ha 100 ThiC. AET. HaC. 3a NoCneAHWI roa
OTMeYeH pe3Kuii NogbEM NokasaTenen, He nckntoyeHa ceasb ¢ COVID-19. 3aboneBaemoctb geteinn CJ1
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

1 TMna B ApocnaBckoi 065acTyi HEYKIOHHO BO3pacTaeT 1 MO CPABHEHWIO CO CPeAHEeeBPONenCKMMM
nokasatenamu (16,3 Ha 100 TbiC. feTe) NPeBOCXOAUT 2,5 pa3a. YBeNmumBaeTca KoNnyecTBo geTen, 3a-
6oneslvx C11 B foLwKoNbHOM BO3pacTe. 3abonieBaeMoCTb Cpeau AeTell AaHHOrO BO3pacTa CoXpaHaeT-
CA Ha BbICOKOM YPOBHe 1 flocTUraeT nepmoanyeckn 50%.

CnepcrBmem nosgHen AMarHOCTUKM ABAAETCA COCTOAHME AeTell MPU NOCTYNNeHNn B CTaLuMoHap.
51% peTei NOCTYNAeT B CPELHETSKENIOM COCTOAHUN 6e3 NPU3HaAKOB KeTo3a U 49% — ¢ KeToaungo3omMm,
Tpebytolme npoBeAeHNA UHTEHCUBHON Tepanuu, U3 HUX 34% B KpaliHe TAXENOM COCTOAHWU, HyXfAa-
loLreca B peaHMMaLVOHHON nomowm. B AanbHelem 3T0 NPUBOAMT K 6onee paHHMM MOABNEHUAM
XPOHUYECKMX OCNIOXKHEHWI N Ha3HauYeHneM 6osiee BbICOKMX O3 MHCYNMNHA, @ TakKe NpefCcTaBiseT He-
MoCcpeACTBEHHYIO Yrpo3y AJIA XKU3HU pebeHKa.

Takvm 0bpa3om, HecBoeBpemMeHHas anarHoctrka Cl 1 Tvna n no3gHAA rocnutanvsaunsa 60bHbIX
B COCTOAHUM KIMHNKO-MeTabonmyeckoi AeKoMneHcaLmm MOXeT ObiTb CBA3aHa C ObICTPbIM pa3BuUTMEM
KPUTUYECKOro COCTOAHMA Y fleTell NMocie NosABeHNA NepBbIX NPU3HaKoB 3aboneBaHus, C He[OCTaTou-
HbIM BHUMaHMEM K COCTOSHMIO pebeHKa B cembe, fjaxke MNPy HaNMymMmn OTATOLLEHHON HacnefCTBeHHO-
cm no C[l; ¢ HeAOOLEHKOW CMMNTOMOB 3a60M1€BaHA CO CTOPOHbI BPayell NepBMNYHOTO 3BEHA, a TakKe
CMeLranmncToB, K KOTOPbIM NepBOHaYasibHO NonaaaloT AeTY BCIeACTBME NONMMOPPM3MA KMHNYECKON
KapTuHbl gebiota CJl.

Mo Hawwum npepcTaBneHnam, 3Ta MHGopMaLma AOSKHaA ObITb XOPOLLIO U3BECTHA, B MEPBYIO OYe-
pefb, Bpauyam negvatpam NepBrYHOroO 3BeHa AeTCKOro 34paBoOXpPaHeHNs, Tak Kak MMEHHO OHU Brep-
Bble CTasIkmBatoTca ¢ Aebtotom CJl y AeTeld, U UMEHHO OHW OMPEeAENAIoT AabHeLLYI0 TaKTVKY BefleHNA
TaKunx 6051bHbIX. Heo6xoarMo co3aaTb HaCTOPOXKEHHOCTb NeANaTPOB BCEX CreLManbHOCTEN B OTHOLLE-
Hum C[] 1 TMna He TONbKO TOrAa, Korfa KIMHNYeCKas KapTrHa ABHas, HO 1 TOTAa, Koraa ee BoobLye Her,
ay pebeHka nmeloTcA Npeapacnonaratolyme GakTopbl UM UMeeTCA KaKoN-nnbo HETUMUYHDIN CUHAPOM.

BTopoe mMecTo no obpallaeMocT Cpeav SHAOKPUHHON NaTonoruy 3aHMMaeT npobiaema n3obITou-
HoOro Beca y AeTei 1 NoapocTkoB. C KaXabIM rofOM YBEIMUMBAETCA KONMYECTBO AeTEN C N3ObITOUHON
Maccovi Tena n oXxnpeHnem. BepoaTHo, 3To cBsizaHO C Manoii G13nYeCcKomn akTMBHOCTbIO AeTell, HepaLu-
OHaJIbHbIM ¥ FTUMEepPKanopuinHbIM NTaHVem. BONbLWMHCTBO NALMEHTOB HAaXOAUTCA Nof HabnogeHVem
SHAOKPUHOONOB MOINKIVHIK, B OTAENIEHME MOCTYNaT AETY C OCTIOKHEHHbIMI pOPMaMmN OXKMpPeHUA
AJ1A BbIAABNIEHWA HaPYLUEHUIA BCeX BAOB 0OMeHa, COonyTCTBYOLLEN NaTonornm n obyyeHms npuHLmMnam
NpaBUIbHOTO MWTaHWA, NOAGOPa KOMMIEKca GpU3NYECKUX ynpaxXHeHUi. Bce yalle BbiABNAETCA OXN-
peHue, OCNOXHEHHOE HapyLIEeHVAMMW YreBOAHOrO 0bMeHa, TakUMW Kak HapylleHne ToNepaHTHOCTY
K rMoKo3e, rMNepuHCYIMHEMUEN N UHCYNIMHOPE3UCTEHTHOCTBIO, M3 HapYLUEHUIA IMNAHOro obmeHa —
rinepxonecteprHeMueit 1 JUCIMNMAEMUEN, yHaCTUINCh ClyYau BbIABEHWA XNPOBOW MHGUBTPaLU
neyeHn. Y nogpocCTKOB, KaK MpaBusio, OXKNPeHUe OCSIOKHEHO MMMoTalaMUiYeCcKUM CMHAPOMOM U ap-
TepuanbHOW runepTeHsnen. CTouT oTMeTUTb GOPMMPOBAHME XPOHMYECKOW GONe3HN NoyeK y aeten
C OCJTIOXKHEHHBIM OXUpPeHMEM (MeTabonmnyeckm CMHAPOMOM), K KOTOPOI NMPUBOAAT abAoMIHanbHOe
OXMPEHUE 1 UHCYTIMHOPE3UCTEHTHOCTb, aKTVBUPYSA CKIIEPO3VPOBaHME Kiy6OUKOB U MOBbILLEHNE BHY-
TPUKITy6OUYKOBOIO AaBNEHMA.

[na pacwmpeHns ob6CnyKMBaHUA NALUEHTOB C OXMPEHUEM B aMOynaToOpHON ceTu $yHKLUOHN-
PYIOT AHEBHbIE CTaLMOHaPbI, rAe AeTU C AaHHON Npobnemoit 06cneayoTCA, MOYYaloT ieveHre, 3aHu-
MaloTCA B cneymanmsnpoBaHHbix rpynnax JIOK. Mnanupyetca oTkpbiTre Lkonbl 350poBba no 6opbbe
C U36bITOYHBIM BECOM Y fleTell 1 MOAPOCTKOB.

3aboneBaHuA WUTOBUAHON Xefe3bl 3aHNMalOT 3 MeCTo Mo YacToTe 06pallaeMoCcT SHAOKPUHHOM
nartosnornv. B 0CHOBHOM [MarHOCTUPYIOTCA Takme N3MEeHeHWA CO CTOPOHbI LMTOBUAHOW Xene3bl, Kak
MHOEeCTBEHHbIe KOJITOMAHble 06pa3oBaHIsA, ayTOVMMYHHbIN TUPeonAnT, ANGOY3HbI HETOKCUYECKII
300, Y3/10BOI MM MHOTOY3/10BOI 306, CYOKNUHNYECKNIA TMMOTUPEO03, pexe AndOY3HbIN TOKCUYECKNN
306 11 3N0KayeCcTBeHHble HOBOOOPa3oBaHMA. 3a MOCNeAHME rofibl yBENMYMIIOCh KONIMYECTBO AeTel C ay-
TOUMMYHHbIM TUPEOVAVNTOM U KOJITOVMAHO-Y3M0BbIMM 306aMu.

B nocnepHue roabl obpaliaeT BHUMaHMe TEHAEHLMNA K YBENIMUYEHNIO BbIABIEHUA CPean Hapylue-
HWI pocTa rnnodusapHoro HaHmama — 43 yenoseka. PacnpocTpaHéHHOCTb cocTaBuna 16,2 fetei

K
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Ha 100 TbiC. AeT. Hac., YTO NpeBbIWaeT cpeaHee 3HayeHune no PO (12,3/100 Tbic.aeT.HaC.). CTUMYNALNOH-
Has npoba C MHCYNMHOM MOo3BosIAeT noaTBepanTb reHe3 CTI-geduryuTa. Bce getn nonyyatoT 3amecTu-
TeNbHYI0 Tepanuio COMaTOTPOTMHbIM FOPMOHOM MO NPOrpamMmme «7 HO30/10TI».

HapyLueHre NonoBoro pa3BuTrA B Halem PermoHe nperMyLLecTBEHHO 3aHMAEeT NpexaeBpeMeH-
Hoe nonosoe pa3suTtue (MNMP). PacnpoctpanéHHocTb MNP no Apocnasckor obnactv Ha 2020 1. cocTaBmna
7,95 cnyyaeB Ha 100000 feTCKOro HaceneHus, YTo HeCKONbKo Bbiwwe no PO B yenom (5/100 Tbic.aeT.HAC.).
MpoBoanMas cTUMyNALMOHHaA Npoba ¢ roHafOTPONUH-PUIN3NHI-TOPMOHOM (ANdepenuH) nossonaeT
anddepeHLMpoBaTb roHagoTponuHaBmcumble popmbl MNP oT roHagoTPONMH-HE3aBUCUMbIX 1 OT N30-
NIMPOBAHHOTO TeNapxe y AeBOYEK.

Takum obpa3om, NaToNorna SHZOKPVMHHON CUCTeMbI Y feTel B ipocnaBckoli 0651acTu AOBOJIbHA
pa3HoObOpasHa, NPeBbIIAeT YacToTy PacrnpOCTPaHeHUA MO CPaBHEHWIO CO CPefHVMM 3Ha4YeHUAMU
no Poccuu. JlabopaTopHo-AnarHocTMyeckas ciy»ba no3sonseT BbIABAATb SHAOKPUHHYIO MaToNOrMio
y AeTell ¢ paHHero Bo3pacTa. B ropoge pyHkumoHmpytoT age LLKonbl 300poBbs no npobnemam caxapHo-
ro avabeta y feten 1 noapocTKoB. XoTenoch bl pacumpuTtb 06cnefoBaHme reHeTnyeckoro npoduns,
a TaKkKe yBEJIMUNTb KOJIMYECTBO LITATHbIX CTaBOK [€TCKMX SHAOKPMHOJIOrOB Kak B ropofe, Tak 1 B 06-
NaCTHbIX PernoHax.

.
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TAXKENbIA TMNOTUPEO3 — CJIOXKHOCTU AUATHOCTUKN HA ®OHE NHOEKLIUU
COoVID-19

B.B. Tys, E.B. LLlegposa, [I.H. LLleapos, [.10. lapoBa
6Y3 10 O4Kb, Fl60Y BO ArMY 2. f[pocnasne

AKTyanbHOCTb. TAXeNbli FMNOTUPEO3 C Pa3BUTUEM KOMbI PEAKOE COCTOAHME B [eTCKOM NPaKTUKe,
ConpoBOXAatoLLeeca TPYAHOCTAMMN ANArHOCTUKM, MO3aWYHOCTbIO KNMHNYECKOIN KapTyVHBbI, YacTo Hebna-
ronpuATHLIM NPOrHo3oMm. lNprcoeanHeHne HOBOW KOPOHaBopycHo nHdekuymn COVID-19 moxeT ABUT-
CA MYCKOBbIM MOMEHTOM ANA Pe3Kon AeKoMMNeHcaLmmn paHee CyOKIMHNYECKOro rMnoTMpeosa C pas3su-
TEeM Pa3HOOOBPA3HbIX XKMN3HEYTPOXKAIOLMNX OCIOXKHEHNN, TPEOYIOWMX NPUBEYEHNA pAfja CMEXHbIX
crneymanncToB

MATEPUAJIbl U METO/DbI. MNpepactasneH ciyyan TAXKeNOro runotnpeosa ¢ pe3kon AeKomneHca-
Lpelt Ha poHe KopoHaBopycHo nHdekumn COVID-19y neBouku 4 ner.

BonbHaa A, 4 roga. locnutanusnpoBaHa B peaHUMaLMOHHOE OTAeNneHne OAHOW U3 PalioOHHbIX
60nbHUL, 06M1acTV B SKCTPEHHOM MOPAAKE C AMArHO30M: JKCCYAATUBHbIN NepuKapanuT OCTPbIN He-
AcHON 3Tnonoruun. TamnoHaga cepaua. bonbHa Ha NPOTAXeHWM Heaenu, NoBbIeHVe TemmnepaTypbl
Tena go 37,2°C

CocToaHMe Npu NOCTYNNeHNN KpanHe Taxkenoe. YpoBeHb co3HaHuAa — conop. lWWkana Masro —
9 6annoB. BoipaxkeHHbI unaHo3. Y1 — 48. Mynbc 120. Catypauma 76%. [ibixaHne ocnabneHo no Bcei
noBepxHocTU. CepaeyHble TOHbI FyxXue, pUTMrYHbIe. B 06Liem aHanvse KpoBu ymepeHHas aHemusa. Bbl-
nosnHeHa 3KcTpeHHO IXO-KC — XnakocTb B NONOCTU NepuKapaa ¢ BKAYeHUAMN prbpuHa 3a MK —
20 MM, 3a BepXyLKon 24 Mm, 3a JI)K — 21 mm (TamnoHapa).

Mo anmaemMmonormyecknmM nokasaHuAM B3aT Ma3ok Ha COVID-19 (pogutenu 60nbHbI KOPOHaBUPYC-
HoW HbeKLMen).

PebeHok nepesegeH 6puragont TUMK B otgeneHune peanumauymmn MbY3 AO «O6nacTHOM feTCKon
KIMHMYecKon 60nbHMLbI». MpoBeAeHa KOHCYNbTaLmMsA XMpYypra, BbIMONHEHa NyHKUMA Nepukapaa, no-
nyyeHo 200 MmN BbINOTa PEaKTUBHOMO XapaKTepa, CBETIO-XKENTOro, Npo3payHoro. Takxe nposefeHa
KOHCYNbTaLMA KapAmnonora, HasHauyeHo oobcnefoBaHne 1 iedeHre (guypetnyeckasn n aHTMbakTepu-
anbHasa Tepanus)

Yepes cyTkm 6bin nonyyeH NoNoXmTenbHbI pesynbtaT Ha COVID-19, pebeHok nepeBefeH B NHbeK-
LIMOHHYI0 60NbHMLLY.

Tonbko no nonyuyeHuto pesynstatoB ropmoHoB (TTI > 49,5 mME/n (0,30-3,20); T4 cBob6op-
HbIh — 0,33 Hr/an (0,80-2,00); T3 0bwmin — 0,30 Hr/mn (0,80-2,20); AHTK-TINO — 901,9 Mea/mn (<30)
YCTaHOBNEH WCTWMHHBIA AMarHo3: AyTOUMMYHHbIA TUPEoOUAuT, runoTMpeos. HauaTo 3TMOTpPOMHOe
neyeHme — L-TpokcuH 25 MKr 1 p/p BHYTPb 3a 30 MyH o efbl. Ha doHe Tepanum coctoaHne ctabu-
NIM3MPOBANOCh, OTMeYanacb NONOXMTENbHAA KIUHMYECKan AnHamurKa. Mo nonyyeHnn oTpuuaTenbHbiX
ma3koB Ha COVID-19 nepeBepeH B otgeneHune sHgokpuHonorun OOKB, rae npogonxeHo cneunanmsun-
poBaHHoOe neyeHne n obcnepoBaHme.

OBCYXAEHUE. MpefcTaBneHHbIN KNMHUYECKNIA CyYalt AEMOHCTPATUBEH C TOYKM 3PEHUA CIIOX-
HOCTN AMArHOCTVKMN FMMNOTMPEO3a, HECMOTPSA Ha APKOCTb U BbIPAXKeHHOCTb KNMHUYECKMX MPOABEHNIA
camoro 3aboneBaHuA 1 ero ocIoXHeHN. Manas yactoTa BCTpeUYaeMoCTy TAXeNbIX GopMm 1 pa3Hoobpa-
31e CMNTOMATVKN He MO3BOJNIAIT CBOEBPEMEHHO BbIABUTb NPUUMHY 1 HayaTb JleueHrne STMonornye-
cKoe. Kak cneactaue, okasaHue NOMOLLM BbICTPaUBAETCA MO MyTV KOPPEKLMMN OCIOKHEHWIA, UMEIOLLNX
PUCK ANA KN3HU 1 HanpaBfieHbl NPENMYLLECTBEHHO Ha SleueHre MHGEKLMM U ee XMPYPTrMYeCcKmnx OCnox-
HeHu. B gaHHOM cnyyae neyeHre 6bI10 HanpPaBEHO Ha YCTPaHeHMe TaMMoHaAbI cepaLa 1 KoppeKLmio
KapAMonormyeckon naTonorny, yCTaHoBIeHe AnMarHo3a rmnoTMpeosa 6bio B 3HaUMTENbHOW Mepe
CyyYanHbIM.

KopoHaBupycHaa nHdeKLMA, HECMOTPA Ha Mainytlo OTHOCUTENIbHO YacTOTy BCTPEYAEMOCTM B Nomny-
NALUN AeTel paHHEero 1 JOLWKONbHOIo BO3pacTa MOXET ABNATLCA MOLLHbLIM TPUITepHbIM GpakTopom Ana
[AEeKOMMNeHcaLm KOMNEHCMPOBAHHOIO paHee rmnoTMpeosa.
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3AKNIOYEHUE. vnoTupeos ABNAeTCA CIOKHON Npobnemoi, He CMOTPA Ha CBOe Mpeumylle-
CTBEHHO CYOKNMHMYECKOe NaTEHTHOE TeYeHre MOXET OTMeYaTbCs pe3Kas JeKOMMeHcaUms ¢ pasBuTu-
€M OMacHbIX ANA XN3HU COCTOAHUIA, KOTOPble CBOMM pasHOObpasnemM MacKMPYOT UCTUHHYIO MPUUYNHY
YXYALWEHNA COCTOAHUA, TPebya HEOOXOAMMOCTI CIOKHOIO U JJINTENbHOMO ANArHOCTUYECKOTO NoucKa.
Hoas KopoHoBupycHas nHdekuma COVID-19 MoXeT ABNATLCA MYCKOBbIM MOMEHTOM AJ1 AEKOMIEHCa-
LMK paHee CyLLLeCTBYIOLLEro rMnoTrpeo3a Ha poHe ayTOMMYHHOTO TMpeouauTa.
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CPABHUTEJ/IbHbIV AHANN3 SOOEKTUBHOCTU PA3NINYHbIX BAPUAHTOB
MEAWKAMEHTO3HOUW TEPANUU MAJIbYNKOB C KOHCTUTYLIMUOHAJIbHON
3AQEPXKOU POCTA UTMYBEPTATA

H.10. ®unuHa, H.B. BonoToBa, K.A. YepeaHukoBa, H.l0. Paiiropoackasa

OrbOYy BO Capamosckuli 2ocydapcmeeHHbIl MeduyuHCKUl yHugepcumem um. B.U. Pazymosckozo
MuH30pasa Poccuu

AKTYAJIbHOCTb: KoHcTTyLMOHanbHan 3agepka pocta v nybeprata (K3PIM) npeactaBnset co-
6011 CNOXHYI0, MEXANCLMMIIMHAPHYIO NaTONOMMI0, MOAXOZ K BbIGOPY Tepanuu KOTOpoW ABNAeTCA npea-
MeTOM AMCKYyCCUW. B HacToALlee BpemMA HET eAMHOro MHEHMA O TaKTuKe BefeHusA nauneHTos ¢ K3PrT,
HECMOTPA Ha HeraTUBHblE NCUXOCOLMaNbHbIE U MeAULMHCKME NOCNeACTBUA ANUTENbHON 3afepXKKin
ny6epTaTta 1 MEASIEHHOrO POCTa Y TakUX MaLeHTOB.

LIEJIb PABOTDbI: ouieHnTb 3¢ HeKTUBHOCTb pasnuuHbix cxem Tepanum K3PI ¢ yueTom KnMHMKO-rop-
MOHaNbHbIX NOKa3aTenen.

MATEPUAJIbl U METOADbI: MNepsblii 3Tan: o6cnegoaHo 100 ManbymkoB-NogpoCcTKoB 15 net:
ocHoBHaA rpynna (n=70) manbumku ¢ K3PM, rpynna cpaBHeHua (n=30) NOApPOCTKMN C HOPManbHbIMU
rokasaTtenamu pocta u nybeptata. KnvHuyeckme paHHble: SDS pocta, SDS VIMT, opxuometpus; nH-
CTPyMeHTaNbHble [aHHbIe: KOCTHBIN BO3pacT, buormneaaHcomeTpus; nabopaTtopHas guarHoctuka: JIr,
OCT, TectocTepOH, UHIMOWH B, AMT, KnccnenTrH. Bropoi sTan: Kypc Tepanum — 3 mec (3 Hbekuyun):
noarpynna A (n = 25) — TectocTepoH (cmecb 3¢purpos) (OmHagpeH) 100 mr; nogrpynna b (n = 25) —
HaHaponoH (Petabonun) 400 mKr/kr; noagrpynna B (n = 20) — 6e3 Tepanuun. TpeTuin 3Tan — oLeHKa
3G PEKTUBHOCTY TEpanuy Yepes LWECTb MECALIEB MOC/IE OKOHYAHMA NeYeHus.

Pe3ynbTaThl NnpeactaBneHbl B Buge Me n kBaptunein ([Q1; Q3]), 4nA OUEHKN 3HaUYMMBbIX OTANYUIA
NCNONb30BaH KpUTepun MaHHa-YUTHU, oueHKa 3GPeKTUBHOCTN Tepanny — METOA CPaBHEHMWA YacToT
6GUHAPHDbIX MPU3HAKOB.

PE3YJNIbTATbI: npu nepBuyHom ocmotpe Me SDS pocta naumeHtoB ¢ K3PI coctaBuna —
2,3 [-2,5; -2,0], B rpynne cpaBHeHua 1,2 [-0,8; 1,9] (p=0,003). KocTHbI Bo3pacT y 70% (49) noapocTKoB
OCHOBHOW rpynnbl OTCTaBan ot 6uonoruyeckoro Ha 3 roga. Mpu oueHke Maccbl Tena No AaHHbIM SDS
NMT y 72% (50) naumeHTOB OCHOBHO rpynnbl Obin BbiABNEH aeduunt Beca. Mo AaHHbIM 6GronmneaaH-
comeTpun y manbunkoB ¢ K3PIM 6biiv nonyyeHbl JOCTOBEPHO HM3KME NOKasaTenn akTMBHO-KNETOUHOM
(AKM) 1 ckeneTHo-mblweyHou maccbl (CMM) no cpaBHeHMIO C rPYMNoi CPaBHEHWA, YTO COrNacoBbIBa-
NOCb C KNNMHNYECKON KapTUHON. Mpun 3TomM Habnoaanocb 3HaUUTENbHOE 1 JOCTOBEPHOE MOBbLIWEHNE
ponu xmposol maccbl ((KM): 5,3 [3,7; 5,41 n 3,55 [2,3; 3,9] Kr/M? B OCHOBHOW 1 rpynne cpaBHeHWA Co-
OTBETCTBEHHO (p=0,01), YUTO CBUAETENLCTBOBANO O CKPbITbIX MeTabonnyeckmx HapyweHuax. Mono-
BOe pa3BuTME MaLMeHTOB COOTBETCTBOBaNO Aonybeptaty, obbem roHag coctasun 3,0 [2,0; 3,0] mn
B rpynne cpaBHeHusa — 16 [12; 18] mn (p=0,0001). NMoka3aTenn ropMoHanbHOro NPodunsA Takxe co-
OTBeTCTBOBaNW fonybepraTHOMy cTaTycy: TectoctepoH 0,98 [0,69; 3,0] HMONb\N B OCHOBHOW rpynne
1 18,0 [15,8; 20] HMonb\N 1 rpynne cpaBHeHuA (p=0,0001), nHrn6mH b 143 [126,8; 182] 1 202 [175; 220]
nr\Mn B OCHOBHOW 1 rpynne cpaBHeHWs cooTBeTCTBEHHO (p=0,001), AMI 31,5 [15,7; 52,8] Hr\mn y nog-
pocTkoB ¢ K3PMwu 1,9 [0,3; 2,5] Hr\mn y 3g0poBbix noapocTkos (p=0,0001); knccnentnH — 377 [173; 442]
1 191 [183; 195] nr\mn cooTBeTCTBEHHO. Yepes wecTb MecALieB Nocie OKOHYaHWA Tepanuuy B NOArpynne
A (n=25) B ny6epTat BcTynuam 96% (24) naunerTtoB (o6bem roxag 8,0 [6,0; 10,0] mn (p=0,005)), SDS
pocTta nosbicunca go -1,5 [-1,7;-1,1] (p = 0,006). YckopeHnsA KOCTHOFO BO3pacTa He oTMeueHo. [NonyyeHo
pocTtoBepHoe yBenuueHne SDS UMT po 0,86 [-0,2; 1,05] (p = 0,001), no faHHbIM 6ronMnefaHCoOMeTpUm
nosyyeHo nosblweHne AKM — 6,9 [6,4; 7,2] kr/m? (p = 0,006) 1 CMM — 7,4 [7,1; 8,5] kr/m? (p = 0,02),
CO 3HAUUTENbHBIM CHUKEHMEM noKasaTtena KM — 3,8 [2,4; 4,5] kr/m? (p = 0,01), uTo CBUAETENLCTBOBA-
S0 0 HOpManM3auuy npoLeccoB metabonnsma. B ropmoHanbHom npodune oTMeueH NogbemM ypOBH:A
TectocTepoHa (9,6 [4,7; 11,3] HMonb\n) 1 uHrMbmuHa b (193,0 [161,8; 201] Nr\mn), CO CTOMKMM, [OCTOBEP-
HbIM CHWXeHrem AMI 1 KuccnenTuHa. B nogrpynne B, y naumeHToOB, NONyymBLUMX Tepanuio HaHAPO-
JIOHOM, NpU3Haky nybepTata umenn 60% (15) manbumkos (06bem roxHaa 6,0 [3,0; 8,01 mn (p = 0,005)).
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Y 72% (18) manbumkos noarpynnbl b BbiaBneHo ynyuweHne SDS pocta n SDS VIMT, KoCcTHbI BO3pacT Jo-
CTOBEPHO He n3meHwuncs. uHamukm co ctopoHbl AKM, CMM u XXM nonyyeHo He 6bi10, YTo CBUAETENb-
CTBOBAJIO O COXPaHEHNU MeTabonmnyeckrx paccTpoincTs. OTMeUeHO NOBbILLEHME YPOBHA TECTOCTEPOHA

[0 5,1[0,96; 7,2] HMonb\n (p=0,001), uTo 6bIIO AOCTOBEPHO HUXe nogrpynnbl A (p = 0,003). OcTanbHble

ropMOHaJibHble MapameTpbl JOCTOBEPHOW ANHaMMKMN He umenu. B nogrpynne B camocToaTenbHoe Ha-

cTynneHue nybeptaTta Habnoganocb y OAHOrO MauMeHTa, ocTaslbHble Mabukn — 6e3 JOCTOBEpHON

MOJSIOXKUTENbHOW AVHAMMKM MO BCEM ayKCOJIOMMYECKUM, 1abopaToOpHbIM U MHCTPYMEHTaNbHbIM Napa-

MmeTpam. Mpy oLeHKe TepaneBTUYECKON pe3ynbTaTUBHOCTV METOAOM CPaBHEHMA YacToT GUHapHOro

npu3sHaKa Tepanusa npenapatamui TeCTOCTEPOHa oKasanacb Ha 36% 3¢ dpeKTnBHeEe B OTHOLLEHUN HACTY-

nneHus nybepraTta 1 Ha 24% — B OTHOLLEHMN POCTOBOrO MPOrHO3a MO CPAaBHEHUIO C Tepanuel aHabo-

JIMYeCKMM CTepougamu.

BbIBObl:

1. COBOKYMHOCTb BbIAABMIEHHbIX KIMHUYECKMX, METabonmnyecknx, HepPOSHAOKPVHHbBIX HapyLIeHWN
y nauueHToB ¢ K3PI1 cBrAeTenbCTBYET 0 HEOOXOAMMOCTM NMPOBEAEHNA KOPPUTMpYIoLLel Tepanuu.

2. MepavKameHTO3Has MHUUMaUuMA nybepTtata y naumeHToB ¢ K3PI cnoco6cTByeT akTmBaumm cob-
CTBEHHOW rMnoTanamo-rMnopr3apHO-roHafHOWM OCK, YTO COMPOBOXKAAETCA YNyylleHUeM rokasa-
Teneii pocTa, MeTabosIMYeCcKoro 1 HeMPOIHAOKPUHHOTO CTaTyca NaLVieHTOoB.

3. TpumMeHeHNe KOPOTKMX KYpPCOB NpemnapaToB TeCTOCTEPOHa ANA MHMLMauuy nybepTraTta y naumeH-
ToB ¢ K3PIM Ha 36% 3¢ deKTBHEE B OTHOLIEHUN HacTyneHus nybepTtata 1 Ha 24% B OTHOLUEHUN
POCTOBOrO MPOrHO3a Mo CPaBHEHMIO C Tepanuei aHabonMyeckummn cteponfamu, YTo fenaeTt faH-
HblIli BUA NeYeHUn NpeanoyTUTebHbIM.

.
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CNYYA MOPBUAHOIO OXKUPEHUA U TMMOBEHTUNALUN Y 4-X IETHETO
PEBEHKA HA ®OHE COVID-19

A.10. ®unumoHoBa, U.H. Jle6epesa, H.[l. MapeBuuesa, M.10. JlioxuH, O.A. KpacynuHa,
WU.H. CoHunHa, B.B. CmupHoBa, C.H. LLikypnaTos, U.B. FpywuH, E.3. BnoxoBa
I6Y PO O6nacmHas demckas KnuHudeckas 6oabHuUYa umeru H.B. Jmumpuesol
OrbOY BO PazaHckuli 2ocydapcmeeHHbili MeOUUUHCKUL yHUsepcumem umeHu akademuka .M. Maenosa

BBEJEHUE: [leTckoe oxupeHne ofHa 13 rnobanbHbix Npobnem COBPEMEHHONO 34paBOOXpaHe-
HUA. Knaccndukauma oxrpeHna Kak XpoHuyeckoro 3aboneBaHuA y AeTeil U NOAPOCTKOB ABMAETCA
onpeaenaALWMMm LWaromM Ana ynyyleHna paHHen AUarHOCTUKM 1 BMeLLaTeIbCTBa. YUUTbIBaA cepbe3Hble
nocneAcTBUA NPOrpPeccMpoBaHNA OXNPEHNA ANA 30POBbA AETEl C Pa3BUTUEM KOMOPOUAHbIX 3abone-
BaHWI, NpodunakTka AETCKOro OXXMPEHNA HY>KAAeTCcA B BbICOKOM NpuriopuTeTe. PacnpocTpaHeHHOCTb
OXMPEHUA N N36bITOUHOTO BeCa y fieTel 1 MOAPOCTKOB — 41 MAH AeTelt Mnagwe 5 net, 6onee 340 MiH
feTei n nopgpocTkoB 5-19 net. B pasaHckon obnactn Ha 1.01.2021r. 3apeructpuposaHo 3038 nayuneH-
TOB C OXMPEHNeM Cpeamn AeTel 1 NOAPOCTKOB, YTO COCTaBNAET NO pacnpocTpaHeHHoCTH 1543 cnyyvan
Ha 100 TbICAY AETCKOrO HaceneHus.

M36bITOYHaA mMacca Tena MOXeT CTaTb NMPUUYMHON XPOHUYECKOWN AbIXaTeNIbHON He[OCTaTOYHOCTH,
MaToNIOMMYEeCcKOro COCTOSIHUA — CUHAPOMA OXUPEHUA-TUNOBEHTUNALNUN. Y GONIbHOTO OXMpPEHUeM
¢ UIMT 6onee 30 Kr/ m? pa3BMBaeTCA XPOHUYECKanA anbBeONsAPHAn MMNOBEHTUAALMA, NPOABAAIOLWAACA
rmnepKanHMyeckon fbixaTesibHoM HefocTaTouHOCTbio (PaCO2>45 MM. PT.CT.), KOTOPYIO Henb3A 06bAC-
HUTb APYTMI MPUYUHAMW, KpOMe U3ObITOYHOI Macchl Tena.

OMUCAHUE CNTYYAA. U3 aHaMHe3a KU3HU: pebeHOK OT 2 6epeMeHHOCTH, NpoTeKaBsLuel ¢ 060-
CTPEHVEM XPOHNYECKOTO NuenoHedppuTa, ToH3nnnuTa, OPBU, nosbiweHnem Al n otekamm, OoT 2 poaoB
Ha 36-37 Hep KecapeBbIM ceyeHmem, Bec npun poxkaeHnn 3310 r, poct 52 cm. Ha 1 rogy BckapmnvsaHme
rpyaHoe 1,5 mec, 3aTeM ncKyccTBeHHoe. MNpodurnaktnyeckne nprBrBKM No Bo3pacTy. Pa3euTre feBou-
KN — Hayvana xoauTb B 10 mec, rosoputb B 1rof 6 mec. MoBbILEHHOrO NUTaHNA C NEPBbIX MecALEeB
Xun3Hu. luHaMmuka Beca: B 1 rog 15 Kr, B 3 rofa 33 Kr, B 3 rofa 9 mec 43 kr. 3a 9 mec npubaBka B Bece 10 Kr,
Bblpocna Ha 10 cM. OcO6eHHOCTM B NUTaHNM pebeHKa CO CNOB MaMbl — «Mbl He 3Hany Mepbl ANA Heé
B efje (pa3oBbli nprem nuiwm 400 ma No 06bEMY), AeBOYKa MHOTO efla YnncoB, 6IMHOB, KOHdET, oueHb
MHOTO ena C/lafikoro».

HacnepctBeHHOCTb — y MamMbl MOp6UAHOe OXMpeHWe, NpoBefeHa bapuaTpuyeckas onepa-
uuA, caxapHblii fruabeT 2 Tvna, rmnepToHNYeckasa 6onesHb, ONeprpPoOBaHHbIi MHOTOYy310BOI 306
(TMpeonpakTomunsa), KypuT no 2-3 curapeTsbl B A€Hb, Y OTLa — B aHaMHe3e NepeHeCeHHbI UHCYNbT.
Y 6abylwKkn 1 aepywKn no MaTePUHCKON NMHUKN CaxapHbil Anabet 2 Tuna. PocT pogutenen —
oteyy — 198 cm, mama — 178 cm. Y cTapluero 6pata eBOUKN — OXMPEHNe KOHCTUTYLMOHaNb-
HO-3K30reHHoe.

AHAMHE3 3ABOJIEBAHUA: nauneHTKa y SHAOKPUHOMOra Mo MeCTy XUTenbCcTsa No NoBoay
OXXMPEHUA, BbICOKOPOCOCTN He Habnoganack. OceHbio 2020 r. (co cnoB Mambl) obcnepoBanncb
Yy SHAOKPMHOMOra B MEAULMHCKOM LieHTpe — B FOpMOHasbHOM npodune 6e3 natonornyecknx
OTKNOHEHUIA. BnepBble 06paTunUCh B NOAUKIUHWKY K AETCKOMY SHAOKPWUHOJMONY MO MECTYy u-
TenbcTBa — 15.12.2020 no NOBOAY CHMXKEHMA [03bl MeTunpeaa (nonyyana c 05.12.20r. meTunpen
4 Mr 2 pasa B AeHb) — nocsie BbINUCKN 13 NHGEKLMOHHOIO CTaunoHapa, rae Npoxoauna neyeHune
no nosogy NHeBMOHUW. Ha $poHe oTMeHbI MeTUNpefa — TemnepaTypa Tena nosbicuniack [o 38,6.
YxypweHne coctoaHmna 27.12.20 r. — cnabocTtb, pebeHoK oTKasanca xoanTtb, Sa 02 89%. Bnepsble
8 'BY PO OJKB nmeHn H.B. iImntpureson noctynuna 27.12.2020 r. C TA>K€NON 2-CTOPOHHeN noaucer-
MeHTapHon nHeBMoHuen, [1H 3 cT. AHann3 KpoBsm Ha rasosbin coctas u KLC ot 27.12.20:_pH 7,35;
pCO, 48,7; pO, 35; BE 1; HCO, 27,4; sO, 63%;.MNpwn noctynneHun 8 APO Bo Bpems nposegerus KT
OlK octaHoBKa AblxaHuA. Haxoaunack anutenbHo B APO, Ha VBJ1, 6bina Hocutenem TpaxeocToMbl,
MHOTpONHaA noaaepxka aopammHom 0,5% B fo3e 5 MKr/Kr/MuH. [Nonyyana rnioKOKOPTUKOUA-
Hyl0 Tepanunio — AeKcameTa3oH BHYTPUBEHHO 20 Mr/cyT C MOCTENEHHbIM CHUKEHNEM 1 OTMEHON,
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meTunpes — 10 Mr /CyT ¢ NocTeneHHOW OTMEHOW, aHTUbGaKTeprasnbHyl Tepanuio, NPOTUBOrpm6-
KOBYIO, aHTUKOArynaHTbl (SHUKCYM, GparMunH), aHTUBMPYCHYIO Tepanuio — auuKIoBup (neyeHve
repneTnyeckon nHdekLun), ypcogesokcmxonesas Kucnota. Ha poHe ctepomaHoin Tepanum otme-
Yanucb ABIeHNA BTOPMYHOIO rMnoKopTuuM3ama u runotnpeosa. Mo nosogy runotnpeosa nosyya-
na Tepanuio NeBOTUPOKCMHOM B A03e 25 MKr/CyT € nocsiefytoller OTMEHOI MO YPOBHIO FTOPMOHOB.
3a BpemA rocnutann3alyMm HEOAHOKPATHO 3MM30A4bl TaXWMHO3, HAaPYLUEHMNA MeXaHUKU AblXaHWA
C OCTaHOBKOII AblxaHnA, NageHna Sa O, no 86%, 6pagnkapaven, CyaoPOXHbIMIA NOAEPrMBaHNAMN
KOHeYHOoCTel, noTepei Co3HaHMA.

Ousnyeckoe pasBuTHe NaLMeHTKN — pocT 120 cm (+ 4, 44 SDS), Bec 43 kr (+ 6,11 SDS). MHpekc
Maccbl Tena 29,86 kr/m(+5,17 SDS), S nos.Tena 1,14 m2 TenocnoxeHue: NpaBuibHOE, BbICOKOPOCNas.
KoHcTUTyLmA: runepcteHnyeckas, C pe3ko BblpaKeHHbIM M3ObITKOM Macchbl Tena. KoxHble MOKpOBbI
C yyacTKamu runeprnurmeHTaLmm B MecTax TPeHVA OfeX abl, TMNepTPNX03 rofeHer, CTpuii HeT. [ogKox-
HO-XXMPOBOW CNOW Pa3BUT U3OBITOUHO, pacnpeaeneH paBHomepHo. HMO no »eHcKoMy Tuny, pa3BUTbI
npaBwbHO, TaHHep 1. LluToBMAHaA Xenesa He NanbnmpyeTca.

Mo pe3ynbratam o6cnegoBanus: MNLUP HazodapuHreanbHoro Mmaska Ha SARS-COV-2 01 28.12.20T.:
oTpuLaTeNIbHO.

AHnanus kposm Ha SARS-COV-2 metogom NOA: ot 30.12.20 r.: IgM — otpu., IgG — KI1 19,8 (nono-
KUTENbHbIN).

B 6rioxumuyeckunx nokasatenax KPoBM — OTMeYanncb CrieAylolie U3MEHEHNA — MOBbILLeHUe
YPOBHA XonecTepuHa o 6,9-9,0 Mmonb/n, TpUrMLepraos 4o 4,8 MMOMb/M, NOBbILLEHNE YPOBHSA ne-
YeHouHbIX pepmeHToB — AJIT 77 ef./n, ACT 67 ep./n. Imokosa Kposu — 5,46-4,9 mmonb/n. B koaryno-
rpamme nosbiwweHbl D-agnmepsbl go 1000 Eg.

B ropmoHanbHoM npodune —

Parta 31.12 26.01 PedepeHcHble 3HaueHns
TupeoTponHbIn ropMoH (TTI) 0,27 1,01 0,7-6,4 me/n
T4cBO6OAHDBIN (TMPOKCUH CB.) 7.8 12,9 10,3-24,5 nmonb/n
AHTU TNO-AB 16,9 MeHee 30 me/mn
MponakTnH 266 MeHee 280 MME/mn
KopTnson 8 u 78,6 364 190-690 HMonb/N
AKTT 5,63 10,59 (7,2-63,3)
NHcynuH 172,2 2,6-24,9 mcELl/Mn
JNlentuH 359 1,7-10,6 Hr/mn

3 PE3YJIbTATOB MHCTPYMEHTAJIbHOIO OBCJIEAOBAHUA:

PKT ronoBHoro mosra v opraHoB rpyaHoi Knetkm ot 27.12.20 r.: Ha MOMEHT uccnepoBa-
HMA OCTPbIX OYaroBbIX M3MEHEHWIN B BeleCTBe CTBOJA, MO3Xeyka M 6onbliux nonywapuin M
He BbIABNEHO.

KT KapTuHa y4acTKOB KOHCONMAaLMM C NPerMyLIeCTBEHHbIM PacrosioXeHnem nNo AopcaibHbIM OT-
Aenam oboux nérkux (bonee BepoOATHO NPOABIIEHVE ABYCTOPOHHEN NMONIMCErMEHTaPHON MHEBMOHMM),
NposAB/eHNe NHTePCTMLNANbHOIO ABYCTOPOHHEro OTekKa JIerkumx.

Mpu ynbTpa3ByKoBOW ANArHOCTHKe B 6pioLwHON nonoctu 27.12.2020 n PKT opraHoB 6pioLiHon
nonoctu ot 11.02.2021: 4OCTOBEPHO OOBEMHBIX U MHbBIX MATONIOIMYECKNX V3MEHEHNI He BbIABIEHO.
KapTrHa renatocnneHomeranmu.

.
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3XOKT : BAKJTIOYEHME: c yyueToM BeCO-POCTOBbIX MOKa3aTeniei Kamepbl cepALa He pacluMpeHbl.
HacocHo-cokpatutenbHas GpyHKLMA He HapylueHa. OB 64%.

MPT ronosHoro mo3ra ot 11.02.21 :3akniouyeHune: MP-kapTHa NepuBeHTPUKYIAPHON nenkomans-
LUmmn (BepOATHO Kak NPOsBAeHME MOCTULLIEMUYECKMX/MOCTIUMOKCNYECKNX N3MEHEHWIN); MHOXEeCTBEH-
Hble oyaru BbinageHna MP-curHana no SWI (BepoATHO rmnepTeH3nBHbIE KPOBOU3NUAHMA); aTpoduye-
CKMe N3MEeHeHVA BelleCTBa rofloBHOMO MO3ra C BEHTPUKY/IOMeranmen, ymepeHHas runonnasua yepsa
MO3>KeuKa.

PeHTreHorpamma Kncrem — KOCTHbI BO3pacT COOTBETCTBYeT 5,5 rogam.

33l — ymepeHHO BbipakeHHble AndPy3Hble N3MEHEHVA BUOINEKTPNYECKON aKTVBHOCTU MO3ra.

KoHcynbTauus HeBponora — JHuedanonaTus CMeLaHHOro reHesa. MUOTOHUYECKNIA CUHAPOM.
BeHTpukynomeranua. [unonnasua yepssa Mo3xeyka.

KoHcynbTaumsa sHaoKpriHonora — Mop6uaHoe oxupeHne. KoHCTUTYLOHaIbHasA BbICOKOPOCIOCTb.
’Kunposoii renato3 neveHn. Henb3a NCKNIOUUTL Hannume reHeTnyeckoro cnHapoma — ROHHAD-cuH-
Apom. B nnaHe BefileHNA — KOPpPeKLUA MULLEBOro NoBefeHUsA, ceMeliHaA ncmxoTepanus, NuTaHue pe-
6eHKa ApobHoe, Manbimu nopuuamy (180-200mn Ha Mpuem), CyTOYHbIN Kanopaxk 12001250 Kkan/cyT,
UCKITIOUNTD JIErKOyCBOAEMble YrNeBoAbl — LIOKOMaA, KOHdeTbI, AxeMbl, NpoayKTbl dacT-dyaa, MyuHble
n3genna — 6anHbI, MOHYMKK, MUPOXKKN.

K Tepanmn go6aBunTb € renaTtonpoTeKTUBHO LieNbIo YPCOAE30KCUXONEBYIO KUCIOTY — 250 Mr/cyT.

KoHcynbrauua nop Bpaya — AgeHougbl 1 CT.

05.03.2021 r. BbiNMCaHa U3 CTaLMoHapa B CTabIbHOM COCTOAHUN CPEAHEN CTeMNeHN TAXKeCTr
Ha ambynaTopHoe neyeHune. B nerkux AbixaHne Be3UKynapHoe, Xpunos HeT. YacToTa AbixaHnsa 28
B MUHYTY. ToHbl cepaua npurnyweHbl. YCC 140 ygapos B MuHyTy. A[l 110/70 MM.pT.CT. B pekomeH-
JaumnAX OCTaBaNCA yBNa)KHEHHbIN KMUCIOPOA Yepe3 KUCIOPOAHbIA NMOPTaTUBHBIA KOHLiEHTpaTop
co ckopocTbio 0,3 NI/MUH, BOAHbIN pacTBop BUTammnHa [13 2500 ME/cyT, nukamunoH 25 mr 2 pasa
B CYTKMW.

3a BpeMA HaxoXAeHUsA B floMallHuX ycnosusax (05.03—-09.03.2021), co cnos matepu, oTMeyanacb
cy6debpunbHas Temnepatypa (MakcumanbHo 37,5 °C), anmn3oAbl anHOd NPenMyLLeCTBEHHO B HOYHOe
BPeMs, OTMeyanocb NoCTeNeHHOe CHUKeHUe caTypaLlyn ¢ Heo6XOAUMOCTbIO YBENNYEHNA CKOPOCTYH
MOTOKa yBflaXkHEHHOrO K1cnopoga Ao 4 n/MuH.

10.03.2021 pe3koe yxyAleHne COCTOAHWA: NOABJIEHNE OAbILWKW, BANOCTA, COHNMBOCTK, CryTaH-
HOCTN CO3HaHWA, CHUXeHne caTypauun fo 86%. o SKCTpeHHbIM NMOKa3aHWAM rocnuTann3vpoBaHa
B [BY PO OKB nm. H.B. Amutpuresoii (no Taxectn coctoaHna B APO).

Mpu nocTynneHnmn: coctosaHme TAXeNoe 3a cYeT HEBPONMOrMYECKNX HapyLeHWU, HapyLLeHnA co-
3HaHWA NO TUMY OrNyLEeHNA (OueHKa no wkane Masro 14 6annos), AblxaTenbHOW HegocTaToyHoCTH I
cTeneHun. AHanm3 KpoBu Ha rasosbini coctas 1 KLLC ot 10.03.21:_pH 7,09; pCO2 112; pO2 53; BE 1; HCO3
34; SO2 70%;.

B 06wwem aHanuze kposwu ot 10.03.2021

3p Hb Tp n 3 n C n m (a0 ]

3,34 83 192 9,4 12 68 16 4 32

PKT opraHoB rpyaHoii knetku ot 10.03.2021: KapTHa NOIMCErMEHTaPHbIX MHGUBTPATUBHbBIX 13-
MeHeHW. HauanbHble NPoABIEHNA MHTEPCTULMANIbHOTO OTeKa NIErkuXx.

3KrI o1 10.03.2021: cmHycoBas Taxnkapaua. HopmanbHoe nonoxerune 30C. dnekTpuyeckas akTms-
HOCTb JIeBOrO XeJlyfjouKa.

AHanu3 KpoBM Ha ryMOpasibHbIN 1 KNETOUHbIA UMMYHWUTET: NHTEpNIeNKnH 6 — 94,9 nr/mn (Hopma
meHee 7,0),19 G—6,4r/n (5,0-11,7),Ig M — 1,36 r/n (0,45-1,78).

AHanu3 kposu Ha Ig M IgG K xnammgumn v MrKonnasme MHEBMOHUA, NCCNefoBaHNe acnupaTta
13 Tpaxeu 1 KPOBM Ha raflakTOMaHHaH — OTpULaTeNbHbI.

N
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s A 5 . , SHAOKPUHONOT 0B
POCCHIACKOW dEAEPALIMKN DIBY «HMUL, sHp0KpUHONOrUMY POCCUMCKAS ACCOLIA LIS N2 ! canxr-nerep6ypra

HasHaueHo neuyeHme: yBlaXXHEHHbIN KNCIOPOA CO CKOPOCTbIO 2 I/MUH, B CBA3M C HapacTaHWem
[bIXaTeNbHOW HeAOCTaTOYHOCTY U runepkanHuy 10.03.2021 B 16.00 npoBefeHa sHAOTPaxeanbHasa VH-
Tyb6auun, UBJ1. MeankameHTO3HasA cefaums HaTpus okcbyTupatom. AHTMOaKTepuanbHas Tepanus me-
poneHem 60 Mr/Kr/cyT, BaHKOMULIMH 40 Mr/Kr/CyT, na3vkc, 3aTem BepoLINUPOH, fodamuH. KopmneHre
yepes 30HA (cmecb HyTpu3oH).

Mo noBopy BeAeHMA AaHHOM NaLMEHTKU HEOAHOKPATHO MPOBOAMINCL TeleMeANLNHCKNE KOH-
cynbTaumu ¢ Beaylmn defepanbHbIMU MEAVLIMHCKUMU LIeHTPamMn U KNMHWKamn MOCKBbI, oCyLiecT-
BJIeHa KOHCYfbTaUuA Ha MecTe cneymnanuctamm Poccuinckoin getckor KnmHnyeckon 6onbHuLbl OrAOY
BO PH/MY nm. H./. Muporosa.

Ha poHe npoBoanMmoON Tepanum JOCTUTHYTa NONOXKMTENIbHAA AMHAMIKa C KyNPOBaHeM HeBpPOJIo-
rMYecKMX HapyLlleHWN, AbiXxaTe/IbHOWM HeOCTaTOYHOCT — MaLlueHTKa nepeBefeHa 13 peaHMaLMoH-
HOro oTAeneHus B OTAeNIeHNe BOCCTaHOBUTE/IbHOW Tepanun Ha HEMHBa3MBHOWM BEHTUAALMM JIETKUX Ye-
pe3 TpaxeoCcTOMy C MCMOJib30BaHMEM NopTaTMBHoro annapata WBJ1, uto no3sonnno onTMmnsnposatb
MeXaHVIKy fbIXaHs, BOCCTaHOBWTb YyBCTBUTEIBHOCTb AblXaTenbHOro LeHTpa k CO, 1 obecneumnTtb npo-
XO[MMOCTb BEPXHMX [bIXaTeSIbHbIX MyTel BO BPeMA CHa. YUnTblBasA Hannumne gbixaTe/lbHON HejoCTaTou-
HOCTV U FTMNOBEHTUALMN Ha GOHE TAXKENOro OXMPEeHNA HeMHBa3MBHasA BCOMOraTeNlbHasA BEHTUIALMA
Nerknx ABNAETCA YCNOBMEM 1A faNibHelillell peabunutauum naumeHTKN 1 BO3BPALUEHNIO K aKTUBHOW
XKU3HW, e OCHOBHOW 3afjauell Afifl AaHHOTO pebEHKa ABNAETCA CHUXEHME MacChl Tena.
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

KNUHWYECKUIA CNYYAN CEMENHOW ®OPMbl HECAXAPHOIO AUABETA
B PAHHEM AETCKOM BO3PACTE

0.0. ®ponosa

Jlemckas obnacmuas 6onbHuua KanuHuHepadckoti obnacmu,
2. KanuHuHepao

HecaxapHblii grabet — 370 pefkoe 3aboneBaHne, XxapakTepusyioleeca HeCNOCOBHOCTbIO NoYeK
peabcopbrpoBaTb BOAY Y KOHLEHTPUPOBaTb MOYY, UMeloLLee B CBOel OCHOBe fedeKT cekpeumu nnm
LeNCTBUA aHTUANYPETNYECKOTO ropMoHa. PacnpocTpaHeHHOCTb HecaxapHoro AvabeTa no pasinyHbIM
NCTOYHMKam cocTasnseT 0,004-0,01%.

B petckon 3HOOKPUHONOMMM OH BCTPEYAETCA CPaBHUTENbHO pexe, YeM Y B3POC/bIX, HO B CBA3MN
C TAXKENbIMY CUMMTOMaMU 1 CJTOXKHOCTbIO Nof60pa afAeKBaTHON Tepanu MeeT 6OoMbLLY 3HAUMMOCTb.
[lnarHo3 HecaxapHoro Anabeta B OCHOBHOM YCTaHaB/MBAIOT NaLMeHTam cTaplue 3 ner.

KNUHUYECKUI CNYYAW. MaumenT [. B BO3pacTe 1roga 9 Mec NOCTYnNWA B NaHOBOM MOpAAKe
B 1 neguaTtpuryeckoe otaeneHue gna obcnefoBaHnaA no noBogy Noanypun 1 NOANAUNCHAN.

N3 aHaMHe3a 3a6oneBaHUA: Xanobbl Ha NONNYpUIo, NOANAMNCUIO A0 5 n/CyT € 6 Mec, nporpec-
cupylolme B AnHaMMKe. 3a CYyTKM NbeT 4-5 NUTPOB »KUAKOCTW, NPeMYyLLeCTBEHHO BOAbI, N3 HUX
Houbto 1,5-2 n. MbeT yepe3 Kaxable 20-30 MUH AHeM, HOUblo Kaxable 1-1,5 u.. [lo AgaHHbIM am-
6ynaTopHOW KapTbl HU3KWIA YAENbHbI BEC MOYN PEFNCTPUPYETCA C 4 MeC XU3HW (yAenbHbI BeC
meHee 1005), paHee B o6lemM aHanmn3e Mouun yaenbHbii Bec 1005-1010. B mapTte 2019(B BO3pacTe
1 rof 5 Mmec) B 6MOXMMUM KPOBU: KPEATUHUH 34MKMOJb/N, Kanuii 4,3 mmonb/n, HaTpuin 139 mmon/n,
MarHuin 1,04 mmonb/n, moyeBnHa 1,9 Mmonb/n, 6enok 64 r/n, rnokosa 5,1 MMonb/n — ocMmonsp-
HOCTb Mnasmbl 195,5 MOcm/n. B oblwem aHanmse moun ygenbHbln Bec 1005, 0CMONAPHOCTL MO
166,5 MOcm/n. BnepBble 0CMOTPEeH 3HAOKPMHOIOrOM B Bo3pacTe 1rofa 8 mec, HanpasJfieH B CTaLu-
OHap Ana obcnefoBaHNA.

N3 aHamHe3a XU3HU: pebeHOK OT 4 6epeMeHHOCTY, NPOTeKaBLLen Ha GOHEe XPOHUYECKOro rena-
TnTa C, poabl 3CPOUHbIE, ONepaTUBHbIE C NPEXAEBPEMEHHBIM U3INTNEM OKONOMNNOAHbIX Bof,. Bec npun
poxpaeHun 4160r, annHa Tena 53 cm, no Anrap 7/8 6an. NMepeHeceHHble 3aboneBaHna — yactble OP3.
HacnefcTBeHHOCTb OTAroLeHa No HecaxapHOMy AMabeTy Mo NMHWUKM oTua (y OTua U Aefa HecaxapHbI
[nabeT, NoNyyatoT 3aMeCcTUTENbHYIO TePanuio) U MO OXKUPEHWIO NO IMHUN MaTepU.

[aHHble 06bEeKTUBHOrO 06CNeaoBaHuUA: MAacNopTHbIN Bo3pacT 1roa 9 mec, pocT 82 cm (-0,8SDS),
Bec 11,0 kr (-1,5 SDS), UMT 16,3 kr/m? (50 p.c.), Tanner | cT testes=2.0 ml d=s, Px1 Ax1. MpaBunbHoro Te-
nocnoxeHus. t Tena 36,6*C. KoxHble MOKPOBbI YNCTble, Cyxue, 0ObIYHON OKpacKy. bonbLuoi pogHNYOK
3aKpbIT. 3y60B 20 WT. MOAKOXKHO-KMPOBan KNneTyaTKa pa3BuTa JOCTaTOYHO, OTEKOB HeT. LLinToBmaHan
Xenesa He yBenuyeHa npu nanbnauyum 6e3bonesHeHHasn, MArkas. B nerkux — AbixaHue Be3nKynapHoe,
yacToTa AbIxaHuA 22 B 1 MUH, TOHbI cepAaLa YNCTble, PUTMUYHDBIE, NyNbC 136 yA B 1 MUH. 2KNBOT MATKUNA,
6e360ne3HeHHbIN. [eueHb y Kpas pebepHoi ayru, ceneseHka He nanbnupyetca. Ctyn 1-2 pasa B AeHb,
opOopMINEHHbIN, NoAnypus.

Mo pe3ynbraTtam 1a6opaTOPHOro U MHCTPYMEHTaNbHOro 06cnefoBaHNA:

B OCHOBHbIX aHanM3ax KpoBu Ha poHe CBOBOLHOIO NMUTHEBOTO PeXrMa B GUOXVMUM KPOBU BbIsB-
JIeHbl HOPManbHble 3HAYEHUA OCHOBHbIX NEKTPOSIMTOB C HAaTPMEM M OCMONAPHOCTbLIO NNa3mbl 6vxe
K BEPXHen rpaHuue HopMbl. B KNMHMYECKOM aHanu3e Moun rMnoCTeHypUA — OTHOCUTENbHAA MOT-
HOCTb MeHee 1005. B aHann3e Moun No 3MHULIKOMY — FMNOW30CTEHYpUA (yAenbHbIN BeC MeHee 1005-
1005), nonnypusa 4620 mn/cyT-420 mn/Kr/cyT

O6wWwuin aHann3 KpoBM remornobuH — 127 r/n sputpouutbl. — 4,65*10A12/n neikouutbl. —
9,0 *10A9/n TpomboLUTbl. — 282*10A9/n 303nHOGWUNBL. — 3% HENTPOPUIbI ManoykosaepHble. —
1% HeNTpoduIbl cermeHToAAepHbIe. — 29% MUMPoumnTbl. — 61% MOHOLWTBL. — 6% 03 — 10 MM/u.

O6wWuin aHanmn3 Mmoun yaenbHbl Bec — MeHee 1005 ph — 5,5 6enok — HerT, [ioKo3a — HeT KeTo-
HOBblE TeNa — HET, SPUTPOLNTbI. — HET, NeNKOLNTbl. — HET, GaKTepumn. — HEeT. OCMOMAPHOCTb MOU
MeHee 166,5 mocm/n
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Brioxvmmnyeckmin aHanm3 KpoBu obL. 6enok — 62 r/n anat — 22epn/n, acat — 37 en/n, WwWenoyHas
docdataza. — 309 en/n, obwnin xonectepuH — 4,1 Mmonb/n, Tpurnuuepuabl — 0,63 MMONb/A, rto-
Ko3a — 4,2 Mmonb/n, 6unupy6uH obwnii — 4,0 MKMONb/N, KpeaTUHUH — 44 MKMOJb/N, MOYeBUHA —
2,7 monb/n, Kanui — 5,4 mmonb/n HaTpuit — 139 MMONb/N OCMOAAPHOCTL NNasmbl 297,6 mocm/n.

TTr — 2,25 mEa/n, T4cBo6. — 14,98 nmonb/n

AHanu3 Mounm Mo 3MMHMLKOMY: CYTOUHbI Anype3-4620,0 mn(420 mn/Kr/cyT), AHEBHON Auy-
pe3-2990,0 mn, HouHoW Aanype3-1630,0 mn. YaenbHbi Bec Moun 1000-1005. benok B cyTouHol Mouye:
OTCYTCTBYeT, Caxap — OTCYyTCTBYeT.

Y3 opraHoB 6pIoLLHON NONOCTU — 6e3 naTonorum

Y3 noyek natonoruun He BbIABAEHO

Y3W wutoBuaHO Xenesbl 06wt o6bem 1,62 cm?, CTPyKTypa ogHOpoAHas

KT putm cunycosbin, YCC 124-146 B MUHYTY. dneKkTpuyeckasa ocb cepfLa HopmanbHas

MPT ronoBHOro mo3ra ¢ KOHTpacTMpoBaHnem — MP-faHHbIX 332 OpraHnyYeckre USMeHeHUA B CTPYK-
Type rofloBHOro Mo3ra 1 runodusa He BbIsIBIEHO.

KoHcynbTaums okynucta — rnasHoe gHo 6e3 natonoruu.

YuutbiBas »anobbl, faHHblEe aHaMHe3a, pPe3ynbTaTbl KIIMHMKO-abopaTopHbIX AaHHbIX UCCIE[0Ba-
HUI NPVIHATO peLueHne o NpoBeAeHUN NPobbl C CyXoAAeHNEM.

TTena *C,
Harpwun Ocmonsp- Ya.Bec AL, mm.pT.CT,
Bpems HOCTb " Bec, Kr T CamouyBcTBMe
monb/n Moum Mynbc,
nnasmbol
YA B MUH
36,2*C
08.00 136 189,6 MOcm/n 1005 11.200 90/60 HopmanbHoe
130
36,4*C
10.00 137 290,3 MOcm/n 11.050 95/65 MKaxna
136
1130 Veree e OB e
Mpo6a 142 300,1 MOcm/n Y 95/65 pasap '
1005 4% maccbl BbIpaKeHHas
npekpaLyeHa 148
Tena) CYXOCTb KOXW

Hauat Tect ¢ lecmonpeccrnHom B go3e 0,05 per os. C yueTom paHHero BospacTta 1 pucka oTeka Mo3-
ra fosa [lecmonpeccrHa B npobe cHuxeHa ao 0,05mr

Ha doHe npoBepeHMs TeCTa COCTOAHME NaLMEHTa YNyYLIUAOCh, MOAUANNCASA CHA3MMAC, 3a 2 Y Bbl-
nun 200 mn Bogbl

Yepes 2 u B obLleM aHanuse moun — ygenbHbln BeC 1015, 0CMONSPHOCT MOUM yBENMYMIach
[0 499,5 mOcm/n

Pe3ynbTaTbl: HauaTas, HenocpeAcTBEHHO NOC/e AMarHOCTUKM HecaxapHoro AnabeTa, 3amecTuTenb-
Hasa Tepanua MuHuprHom (JlecmonpeccuH) B go3e 0,025 Mr 2 pasa B fieHb, C NocsieaytoLLel KoppeKLum-
eii Tepanuu go 0,025mr 3 pasa B fieHb NpUBENa K CHMKEHWIO XKaXbl, MONMYPUN N yNyYLLIEHNIO CamMo-
yyBcTBMA. KoppeKuma [03bl NpoBOAUNack Nof KOHTPOSIEM BeCa, BbINMUTON U BblAENEHHOW XUAKOCTH,
3M1eKTPONNTOB KPOBM, OCMOJIAPHOCTY MJ1a3Mbl U aHanm3a Mouu. 3a CyTKu pebeHok ynotpebnsan 1100-
1500 mn XnakocTu. B 6roxmmumm Kposm HaTprini — 134 mmonb/n, OcMoRAPHOCTbL Nasmbl 281,2 MOcm/n.
B aHanvse moum no 3MHMULIKOMY Ha $pOHe Tepannu: CyTOUHbI Anypes-1150 mn: fHeBHOW Anypes-850,0
M1, HOuHoM anypes-300,0 mn, yaenbHbI Bec 1005-1015.
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CBOPHUK TE3UCOB

XVII Poccuiickas HayYyHO-NpakKTUYeckas KoHepeHUns AeTCKUX SHAOKPUHONOTOB
«JloCTNXKEHUS HAYKUN B NMPaKTUKY AETCKOTO 3HAOKPUHONora»

PebeHok 6bin BbiNMcaH nop ambynaTopHoe HabnofeHre SHOOKPMHOMOra C pekoMeHZaunAMm
yyeTa BbINUTON/BbIAENEHHON XNAKOCTN C BeAEHNEM 3aniceil; KOHTPONA PocTa, Beca, obLiero aHanmsa
Mou, 6BUOXMMUU KPOBM, B T.U. HaTpus 1 pa3 B 3 mec.

HabniogeHvne B anvHamuke: B ¢deBpane 2021 pebeHOK MOBTOPHO rOCMMTANIM3MPOBAH ffA KOp-
pekuun Tepanun. MacnopTHbii Bo3pacT 3 roga 3 mec, Poct 96 cm (-0,1 SDS), Bec15,3 kr (+0,2SDS),
VIMT16,6 kr/m? (50 p.c.). —0TMeYaeTCcA YCKOPEHMe TEMMOB POCTa, Beca. [py NocTynieHnm Xanobbl Ha no-
NMYpUIO B yTPEHHME Yacbl B TeYeHne MecALa, Molyyas Ha TOT MOMeHT Tepanuio MruHuprHom B fose
0,033mr(1/3 Tab.) 3 pa3a B geHb (yBennyeHa fo3a B Bo3pacte 2 nieT 10 mec ambynatopHo), Ha GoHe
yero nonanypws, nonuauncus 2,5-3 nutpa B CyTKu. B obliem aHannse moun ygenbHbin Bec — 1005,
B 6MOXVIMMM KPOBM MOKasaTenu B npefenax BO3pacTHON HOPMbI, OCMONAPHOCTb Mia3mbl 297,0 MOcm/n.
B aHanv3e moun no 3MMHULKOMY CyTOUYHbIN Anypes-2480,0 mn, aHeBHONW Anypes-1680,0 M, HOYHOW
anypes-800,0 mn. yaenbHbI BeC meHee 1005-1015.

MpoBeneHa obcnefoBaHne, KOPPEKUMA Tepannu, yBenmueHa fo3a MuHupuHa: ytpom 0,033 mr,
IHeMm, Beyepom no 0,05 mr — 0,133 mr B cyTkn. Ha doHe KoppeKunm neveHns Bec pebeHka 15,3 Kr,
3a cyTkn ynotpebnsaet 1200-1500 mn, HaTpuit 136 MMOMb/NI, OCMONAPHOCTL Mnasmbl 287,2 mOcm/n,
B aHanu3e mMoun no 3UMHULKOMY : CYyTOYHbI Anypes-1020,0 mn, agHeBHOWN Anype3-580,0 M, HOYHOW
anypes-450,0 mn. yaenbHbii Bec 1010-1030.

B xofie neyeHusa npu nomnbiTKe NepeBoAa Ha CybnmHreanbHylo Gopmy npenaparta BO306HOBANACH
noANypus, NOAMAUNCHA B CBA3W C TeM, YTO pebeHOK He MOT yfiepaTb TabneTKy Nof A3bIKOM HEKOTopoe
BPeMs AnA paccacbiBaHWA 1 MPOrNaTbiBa ee, YTo NMPYBOAWIO K OTCYTCTBIMIO SddeKTa Tepanmu.

HabntogeHve 3a AaHHBIM NaLMEeHTOM NMPOAOIKEHO.
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KOMMJIEKCHbIA NOAXOA B CONPOBOXAEHUU AETEN C U3BbITOYHbIM BECOM
N OXKMPEHMEM: NO3MLUMNA CNELUWANTNCTA NO NEANATPUN, DHAOKPUHONOTUN
N AUETONTOIM N, NPAKTUKYIOLLErO HA BA3E BETCKOIO LLEHTPA 310POBbA

0.B. umbanosa', T.E. TapaHyweHko?, H.Il. Kucenesa?

"Nemckuli yeHmp 300poses KIbY3 KIM No»2,
2QIb60Y BO KpacMY um. npogp. B.O0.BoliHo-AceHeykozo MuH30pasa Poccuu, 2. KpacHoAapck

AKTYAJIbHOCTb. OxvpeHue y getein — npobnema coBpeMeHHOro obLiecTBa 1 3apaBooxpaHe-
HUA, KOTopasa AocTurna macwraba anvaemun. Mo gaHHbIM BO3, B 2016 T. B MMpe OT OXXMUpPeHUA 1 136bl-
TOYHOrO Beca cTpaganu 41 MnH. feTen B Bo3pacTe Ao 5 net 1 340 MnH. geTe 1 NoAPOCTKOB B BO3pacTe
5-19 net. B Poccun y petein B Bo3pacte 5-17 net usbbiTouHas macca Tena 3adpukcmposaHa y 21,9% manb-
unkoB 1 19,3% peBouek, a oxnpeHne — y 6,8% ManbunkoB u 5,3% aeBouyek. MakCMManbHO BbliCOKas
pacnpocTpaHeHHOCTb U3ObITOYHOM MAcChl Tefla U OXMPEHWs 3aperncTpMpoBaHa Cpen ManbuyMKoB
10-neTHero Bo3pacta (H.M. Co6onesa, 2014).

CornacHo MHeHuio 3KkcnepToB BO3, «B coBpeMeHHOM 06LiecTBe AETM U MOSIOAEXKDb NOLBEPraloTCa
MHOXecTBY $paKTOPOB, CMOCOOHbLIX OKa3blBaTb BVAHMNE Ha Pa3BUTHE OXKUPEHUA».

HecbanaHcmpoBaHHOE, M36bITOYHOE MO KaNIOPUNHOCTU U AedULUTHOE MO COAEPKaHMI0 MUKPOHY-
TPWEHTOB NTaHMe ABNAETCA Cepbe3HoN Npobnemoii, TpebyloLei KOMMIeKCHOro Noaxoaa.

LENIb UCCNEAOBAHUA: MpoBecTy KOMMIEKCHYHO OLEHKY 3GbeKTUBHOCTU MePONPUATINA, BKIO-
YeHHbIX B MPOrpamMMy Mo CHXKEHUIO BECa U HAaMpaB/IEHHbIX Ha YNyylleHne MeTabonnama, CTUMymnsaLuio
NpOoLLeCcCoB SHepreTnyYeckoro obMeHa, noaaep»aHme 6MOXMMNYECKOro 11 FTOPMOHAIbHOrO roMeocTasa
opraHusma.

MATEPUAJIbI U METOAbl UCCNIEAOBAHUA. B aHanu3 BKNtoyeHbl 63 pebeHka ob6oero nona
oT 5 fo 17 net, KoTopble Habnoganncb B [IeTCKOM LieHTpe 3[0POBbA MO NOBOAY M3ObITOUHON Macchl
Tena (8 uenosek) n oxunpeHna (55 yenosek). O6cnegoBaHVe NaLMEHTOB NPOBOAUIOCH B COOTBETCTBUN
C KJIMHUYECKUMI pekoMeHAaUMAMM, NO NMOKa3aHUAM BbINMOMHANNCH AOMOSHUTENbHbIE KOHCYNbTaLmm
1 NCCnepoBaHus.

C Kax[bIM 13 NaLueHToB 06CYXAanncb BONPOCh AMeToTepanun 1 ¢prsnyeckon Harpysku. lonon-
HWTENbHO BCE AETU pacCMaTPUBaEMON FPynbl MONyYany 06a3aTenbHyio HYTPULIEBTUYECKYIO MOALEPXK-
Ky: BuTamuH D, npenapatbl oaa, OMera-3 XupHble KUCNOTbI (B TeYeHMe Bcero nepropa HabnoaeHns),
MUKPO3NeMeHTbl (MarHui, cenex, LMHK) 1 NpobrnoTuyeckne npenapatbl (MPOACIKUTENBHOCTb KYpPCOB
B COOTBETCTBMM C MHCTPYKLMEN K Npenapary) B BO3PaCcTHbIX A03POBKaX.

CBefieHNA AMHAMNUYeCKOoro HabloaeHNA: pe3ynbTaThl KIMHNYECKOTo 0CMOTPa, MHAEKC Macchl Tena
(MMT), gaHHble 6rioMMnefaHCOMETPUK, MoKa3aTeny NabopaTopPHbIX U UHCTPYMEHTaNbHbIX 06CefoBa-
HURN.

PE3YNbTATblI UCCJIEAOBAHMUA. Y Bcex 06cneoBaHHbIX B Havana HabniogeHns oTMeYeHbl 3me-
HeHVs B NIUNUGHOM CreKTpe KPoBW; Hanbosiee YacTbIMU MPOABIEHUAMMN AUCIUNMAEMUN ObIN CHUXKEH-
Hble 3HayeHuA JIMBI, NoBbIlWEHHbIE YPOBHWN TPUIMULIEPUAOB 1 MHAEKCa aTeporeHHoCTW. [pn oueHke
YrNeBOAHOIro 0bMeHa HapyLeHHasn rnkemmna Hatolwak (HMH) 1 HapylueHHaa TonepaHTHOCTb K roKo3e
(HTT) ycTtaHoBneHa y 2 getein (no 1 ciyvato cooTBETCTBEHHO). OLieHKa ropMoHanbHoro npoduna noka-
3a51a MMNePUHCYSIMHEMUIO C NOATBEPXKAEHHON UHCYIMHOPE3NCTEHTHOCTbIO (MHaekc HOMA 6ornee 3,2)
B 29 HabnoaeHUsAX, YTo coCTaBUo 46%.

Mpw oueHke GYHKLUN LWNTOBUHOM Xene3bl CHIPKeHVe CBO60AHOTO T4 B coYeTaHNM C yBENNYEHU-
em TTT nmenu 2 yenosekKa (3,1%), y KOTOpPbIX BepBble AUarHOCTUPOBAH NEPBUYHBIN NPUOGPETEHHDIN
rmnotnpeos. Ygennyenue TTI npy HopmanbHOM cBo6ogHOM T4 oTMeueHo y 8 06cnieaoBaHHbIX (12,6%),
KOTOpble paHee He MMeNn Kaknx-Nnbo yKasaHWin Ha TUPEOWAHYIO NaToNOrio.

Mo faHHbIM Y3W opraHoB 6ptoLLHON NONoCTN Hanbonee Yyactbimu (38 HabnoaeHNn — 60,3%) Gbinn
yKa3zaHus Ha Anddy3Hble M3MeHeHWs B MOXKENYA0YHON Xene3e 1 (Unn) neYeHn B oTCyTCTBUM GyHKLM-
OHanbHbIX PACCTPONCTB; NPY 3TOM Hanbosee BepOATHOW MPUUNHOWN CTPYKTYPHbBIX HAPYLUEHWI NeyeHn
cnepyeT cymTaTh *KMPOBOW renaTos.

.
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CBOPHUK TE3UCOB

XVII Poccuiickas HayYyHO-NpakKTUYeckas KoHepeHUns AeTCKUX SHAOKPUHONOTOB
«JloCTNXKEHUS HAYKUN B NMPaKTUKY AETCKOTO 3HAOKPUHONora»

J

BrioumnenaHcomeTpusA NoKasana yBennyeHve CofepKaHus X XUPOBOU MacChl, CHUXEHNE aKTUBHOM
KneTtoyHowm maccbl (AKM) y getein ¢ NOBbILEHHbIM MHAEKCOM Macchl Tena (MMT).

KoHTponbHoe o6cnefoBaHme MO OKOHYaHWIO MPOBEAEHHOIO IeYeHs y BCeX HabnogaeMblx nauu-
€HTOB He BbIABW/IO C/lyyaes nosbiweHns VIMT v yxyaweHue gaHHbIX 6rionmMnenaHcomeTpum. CHKeHne
Beca No pesynbTatam 61ommneaaHCoOMETPUN MPOU3OLLIIO Y BCEX AeTel 3a CYET YMEHbLLEHNA XNPOBOW
Macchbl 1 XMAKOCTU Ha GOHe yBeNMYeHUs nokasaTesns akTUBHON KneTouHomn maccbl (AKM), uto moxeT
CBUAETENbCTBOBATh 06 aKTUBALMU METaboM3Ma 1 yNyULEeHUN COCTOSIHWA SHepreTMyeckoro obmeHa.
MonoxutenbHas AvHaMMKa aHanM3MpyeMbiX NOKasaTenel 3aperncTpupoBaHa y 58 yenosek, Yto co-
cTaBuna 92%. OTCYTCTBME KaKnX-TMOO n3MeHeHun umenu 5 petein (8%), KOTopble NPOAOXKatoT Habo-
[aTbcA.

[lnHamuKa pesynbTaToB OMOXMMMYECKOTO aHav3a KPoBU Y BCeX AieTel MoKa3sasna yyylleHre NoKa-
3aTenelt NIMNUAHOro NPodus, CHUXEHNE YPOBHS NHCYNMHA, HOpManu3aums yposHsa TTT, cT4.

3AKJTIOMEHME. He manoBaxHbIM ycroBrem 3$PeKTUBHOTO CHIKEHNA N3ObITOYHOro Beca pebeH-
Ka 1 NofAepXaHus B AanbHelilem LeneBbix 3HaueHun MMT, gaHHbIx 6uormnegaHcomeTpum n 6mo-
XVIMUYECKUMX MoKasaTenen ABAAETCA KOMIMIEKCHbIN NMOoAxXo[, KOTOPbIN YCMEeLWHO peanusyetcs Ha 6ase
[leTcknx LeHTPOB 3A0POBbSA U BKIIOYAET, HAPAAY C MOTMBaLMEN U afeKBaTHON Gpr3NYECKO aKTUBHO-
CTbl0, COBPEMEHHbIE MPUHLUMbI AUETONOMNN, @ TaKXKe HYTPULIEBTUYECKYIO NOAAEPKKY, HaNpPaBIEHHYIO
Ha ynyuduieHne metabonmnsma, CTUMysiLMI0 MPOLIeCCOB aHAa3POOHOTO 1 a3pPO6HOro 06MeHa, NoaAepPKa-
HVe BUOXMMMYECKOTO 1 FOPMOHaNIbHOrO roMeocTasa AeTCKOro opraHu3ma.

N
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MwuH3gpasa Poccuun 3H/IOKPUHOJIOTOB

OCOBEHHOCTU HYTPUTUBHOI'O CTATYCA MAJIbYUKOB-NOAPOCTKOB
C KOHCTUTYUMOHAJIbHON 3AREPXKKOW POCTA MUTYBEPTATA

K.A. YepegHukoBa, H.lI0. ®unuHa, H.B. BonoToBa, E.C. CadpoHoBa

OrbOY BO «Capamosckuli 2ocyoapcmaeHHbIl MeduyuHCKuUl yHusepcumem um. B.U. Pasymosckozo»
MuH30pasa Poccuu

AKTYAJIbHOCTb. [nutenbHblii TPaH3UTOPHbLIN AedUUMT MOMOBbIX FTOPMOHOB Yy MaLMeHTOB
C KOHCTUTYLIMOHANIbHOW 3aiepKKoii pocTa 1 nybeptaTa (K3PIM) oka3biBaeT cKpbITOe HeraTuBHOE BAWA-
HVe Ha NpoLeccbl PocTa U BCe BAbl 0OMeHa BELLECTB B OpraHM3Me, YTo ABAETCA NpefuKTopom dop-
MUPOBaHNA METABONNYECKNX HaPYLUEHWI.

LLEJ/Ib. V3yunTb OCOGEHHOCTVM HYTPWTUBHOrO CTaTyca MaLMEHTOB C KOHCTUTYLIMOHANIbHOM
3aflep>KKon pocTa 1 nybeprata.

MATEPUAJIbl U METObl. O6cnenoBaHbl 100 ManbymKoB-noapoCcTKOB 15 NeT, U3 HUX — OCHOBHas
rpynna (n=70) — manbuunkm ¢ K3PM v rpynna cpaBHeHusA (n=30) 340pOBbIX MOAPOCTKOB TOrO e Bo3pacTa.
OueHeHbI KNMHMYecKne AaHHble: SDS pocTa, SDS UMT, opxuomeTpus. MNpoBegeHa bruovmMnegaHcomeTpus
c oueHkol xuposoi (KM), akTmeHo-kneTouHou (AKM), ckeneTHo-MbiweyHol (CMM) n Toweit maccbl (TM).
OueHeHbl nabopaTopHble AaHHbIE: BUOXMMMNYECKMI aHANIN3 KPOBU: OOLLMIA 6eNOK, anbOyMIHbI, KpeaTu-
HVH, xonectepuH 1 ero ¢pakumm (JTMNBIM, JINHM), ropMoHanbHbIN Npodusib: FOPMOHasbHbIN NPOdUIbL —
TectocTtepoH, JII, OCT. PeaynbTaThl npefcTaBneHbl B Buae meauaHbl (Me) n ksaptuneit ([Q1; Q3]), ans ouex-
KW 3HAUYMMbIX OT/IMYMNIA NCMONb30BaH KpUTeprn MaHHa-YUTHUW, NPoBefeH KOPPENALMOHHDBIN aHanus.

PE3YJIbTATDI. Mpu oueHke dusmyeckoro pas3sutma Me SDS pocTa B OCHOBHOW rpymnne cocTaBuna
- 23 [-2,5 -2,0], B rpynne cpasHeHua 1,2 [-0,8; 1,9] (p=0,003). O6bem roHag nauveHToB ¢ K3PI cocta-
Bun 3,0 [2,0; 3,01 mn, B rpynne cpaBHeHna — 16 [12;18] mn. MMoka3aTenn ynuTaHHOCTUN ManbyvKoOB
¢ K3PMN poctoBepHo otnmuanuck: y 58% (41) naumeHToB Habniofanacb 6enKoBo-3HepreTnyeckas Hefo-
CTaTOYHOCTb nerkow cteneHn 'y 10% (7) naumeHToB cpefHelt cteneHn Taxectn, Me SDS UMT coctaBuna
-1,32 [-1,8;-1,11 1 0,93 [-0,1; 1,6] B OCHOBHOW 1 rpynne cpaBHEHUA COOTBETCTBEHHO (p=0,001). Mo faHHbIM
6rovmnenaHcomeTpuny aeteii c K3PMHa doHe cHkeHUsA nokasatenen CMM (5,8[5,4;6,0] Kr/m? OTHOCUTENBHO
rpynnbl cpaBHeHus - 9,0 [8,3; 10,0] kr/m? (p=0,0001) ) n AKM (5,6 [4,2; 5,8] 1 7,1[6,3; 9,4] Kr/M? COOTBETCTBEHHO
(p=0,001)) BbIfBNEHO AocToBepHOoe nosbiweHue KM (5,3 [3,7; 5,4] n 3,55 [2,3; 3,9] Kr/M? COOTBETCTBEHHO),
YTO CBUAETENbCTBOBANIO O HANIMUMU CKPbITbIX METAaboNMUYeCKMX HapyLieHui. Mpy oueHKe BUOXMMMYECKNX
roKasaTesiell KPOBW, XapaKTepusyoLLX HYTPUTUBHBIN CTaTyc, Y naumeHToB ¢ K3PI ypoBeHb obuiero 6enka
coctaBun 74 [72; 74,/4] r/n, 4TO He UMENO OTNIMYMIA OT MOKasaTenel rpynnbl cpaBHeHuna (71 [68; 73] r/n).
Mo ypoBHIO anbbyMuHa 1 KpeaTWHWHA OTKIIOHEHWI Tak »Ke He BblABMeHO. [1py OLeHKe IMNMAHOTO CreKTpa
y 18% (13) noppoctkos ¢ K3PI BbiABneHa runepxonecteprHemuns, y 23% (16) oTMeuyeHa gucnunuaemms,
13 HUX B 13% (9) cnyyasax Habnopganocb nosbiweHwe JIMHI, B 10% (7) — cHuxeHwne JINBIM). OTKnoHeHwA
HYTPWUTUBHOrO CTaTyca naumeHToB ¢ K3PI accoummpoBaHbl € aHAporeHHbIM aeduumtom: Me TectocTepoHa
B OCHOBHOW rpynne 6bina HUXe B 18 pa3 nokasaTtens 340pOoBbIX CBEPCTHUKOB M coctaBuna 0,98 [0,69; 3,0]
HMOMb V. Mpu oLieHKe KOppPenaLMOHHBIX B3aMOCBA3EN NoKasaTenei ropMoHanbHOro 1 MeTabonmyeckoro
npoowuns naumentoB ¢ K3PI nonyyeHa npsiMas CBA3b CPeAHel Cuiibl MeXay TecTocTepoHom u AKM
(r=0,52; p=0,001), TectoctepoHom 1 CMM (r=0,58; p=0,001), n natonornyeckas Nnpsmas cBA3b TeCTOCTEPOHa
c XM (r=0,51; p=0,001), oTpuuaTenbHaa cnabas CBA3b C ypoBHEM XonectepuHa (r=-0,38; p=0,001), uto
noATBepPAano pUckn GopM1poBaHUA METabONNYECKOrO CUHAPOMA Y STUX MaLMEHTOB.

BbIBOAbl.

1. OCco6eHHOCTAMU HYTPUTMBHOrO cTaTyca naumeHtoB ¢ K3PI aBnAeTtca BblpakeHHbI 6enkoBo-
SHepreTuyecknin peduunT C nNpr3Hakamy npecapkoneHun no nokasatenam AKK u CMM;
nosbilleHvie gonu KM yKa3biBaeT Ha CKpbITble MeTabonnyeckre paccTponcTaa.

2. BbiABNeHHaa naTonormyeckasa HanpaeleHHOCTb KOpPPenAuMin Mexay TeCTOCTEPOHOM, XXMPOBbIM
KOMMOHEHTOM 1 XONeCcTepPMHOM; HapYyLIEHUA XXMPOBOro oOMeHa B BUAe rMnepxonectepriHemnm
N ANCIMNMAEMUN Ha GOHe YBENMYEHUA AONW XMPOBOI MacChl yKasblBaloT Ha GOPMUPOBaHME Me-
TaboNMYeCcKoro CMHAPOMa Y NaLMEHTOB C KOHCTUTYLIMOHaNbHOM 3afepKoi pocTa 1 nybepraTa.
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

BPOXXAEHHbIV TMNEPCUHCYNN3M Y BETEN KPACHOLAPCKOIO KPAA

W.10. YepHsk', U.M. TonoBeHKo', A.C. AnekceeHko', 3.M. LLlagpuHa?, [.B. YcTioKaHNHA?

'TbY3 [lemckas kpaesas knuHuveckas 6oneHuya, KpacHooap;
2Qrb0Y BO KybaHckuti 2ocydapcmeeHHbIl MeOuYUHCKUU yHusepcumem, KpacHooap

BpokaeHHbIV runepuHcynmsm (BM'M) — 31o HacneacTBeHHOe 3aboneBaHvie, XxapakTepusyioleecs
HeafleKBaTHON runepceKkpeLmeil MHCYyNMHa 6eTa-KneTkamm NOAXeNy[OUYHON Xenesbl U NpuBoAasALiee
K pa3suTtuio runornmkemun. Mo gaHHbIM nutepatypbl BIW BcTpevaeTca B cpeaHem 1:30000-1:50000
»KUBbIX HOBOPOXAEHHbIX. B ToXe Bpems, BI[U ABnAeTcA OCHOBHOW MPUUYNHON TAXKENbIX MMNOrMnKeMnii
y AeTell NepBoro roAa »m3Hu 1 pa3BuTMEM TAXKESTbIX HEOOPATVIMbIX HEBPOJSTOTMYECKNX MPOABSIEHUIA.

LEJIb UCCJNIEAOBAHMA: nposectn aHanu3 BIW y petent KpacHogapckoro Kpas.

MATEPUAJIA N METO[DbI: Mo HabnoaeHem Haxoaunocb 9 nauymeHToB ¢ BI'M, Haxogmslmnxca
Ha neyeHun B SHJOKpUHoNornyeckom otaeneHun FbY3 OKKB r. KpacHopapa. M3 HMx: 2 manbumka —
(22,2%), 7 peBouek — (77,8%). PE3YJIbATbl 1 OBCYXAEHWA: B aHamHe3e X13HW y 6 NaLmeHTOB umenca
OTArOLEHHbIN aHTeHaTabHbI MePUOA: U3 HUX Y 3-X NaLMeHToB AnarHoctuposaHa LIMBW, y octanb-
HbIX — 3a/ieP>KKa BHYTPUYTPOBHOIo pasBuUTHA.

MepBble npoasneHnsa Bl y getein 6binm oTMeueHbl B pasHble Cpokun. Hanbonee paHHAA AnarHoCTu-
Ka BI'/ otmeueHa y 6 fieTeln (67,7%):13 HVX B Nepuoae HOBOPOXKAEHHOCTM 2 pebeHKa (33,3%), B rpya-
HoMm — 4 (66,7%). B nocnepytoLyme Bo3pacTHble neprofbl AnarHo3 BIM yctaHoBneH y 3 uenosek (32,3%):
B NpepaowKonbHoM (1-3 net) — 2 pebeHka (66,7%) 1 B fowKonbHOM (3—7 neT) — 1 (33,3%)

Bce maumeHTbl MMeNV OAMHAKOBYIO KIIMHWYECKYI0 CUMNTOMATUKY, C Xanobamm Ha OTKas OT efpl,
cnabocTb, 3anopbl, Neprognyeckmmn 6onamm B >KneoTe. bbino oTMeuyeHO 6eCnOKONCTBO MeXay KOpM-
neHnamn. OCHOBHbIM CMHAPOMOM, noaTeepaaowmm BIU, 6bin runornukeMuyeckuin cuHgpom. Ons
nocTaHOBKM AnarHosa B’ npoeoannack ctaHfapTHOe KMHMYecKoe 1 nabopaTopHoe obcnefoBaHme,
a TaKkXe MONeKyNAPHO-TeHeTNYEeCKOoe 1 MHCTPYMeHTanbHaA AMarHoCTuKa (npoBefeHve No3MTPOHHO-
SMUCCHOHHON Tomorpadum ¢ 18-F-gonon) Y peteir c BIU BbisBneHbl cnefyiowme mopdonormyeckmne
dopmbl: pokanbHaa 1 audoysHaa. okanbHaa dopma — 2 naumeHTa (22,2%), anddysHaa dopma —
7 naymeHToB (77,8%).

OnepaTuBHOE NeyeHne MOXeT 6bITb Tepanuel Bblbopa y Aeteln ¢ B[, ocobeHHo npu ee pokanbHom
dopme. Y Bcex nauneHToB ¢ dokanbHoi popmort BIM 6bina npoBefeHa YacTUUHan pe3eKumna noaxeny-
[OYHON Xenes3bl C yaaneHnem natonoruyeckoro ¢pokyca. letam c aunddysHon popmoi BI'U, nmetowymx
CTOWIKYIO PE3UCTEHTHOCTb K MeJMKaMEHTO3HOW Tepanum 1 HeBO3MOXXHOCTb NOAAEPXKaHNA SYTNINKEMUN,
npoBefeHa cyb6ToTanbHasA peseKkumsa.

Mo paHHbIM KaTaMHe3a onepupPOBaHHbIX AeTelt: 2 — ¢ pokanbHom popmont BIY He nmenu HapyLue-
HVA GYHKLMW NopKeny[oUuHom xenesbl; 1 — ¢ anddysHom popmoii BIM yctaHoBNEH caxapHbIi anaber,
noslyyaeT 3aMeCcTUTENbHY HCYNUHoTepanuio; 1 — c anddysHon dopmoit BI'M HaxoamTca noa Habnio-
[eHVeM, UMeeT HopMaJibHble MoKasaTenw roKo3bl KPOBU, He NMoJlyyaeT IeYeHus.

5 nauneHToB ¢ AnddysHbiM B (71,4%) nonyuaioT neyeHre MHCYIMHOCTaTUYECKMMI NpenapaTamm
(npornukem).

BbIBOAbIl: PaHHAA gnarHocTrka BIW 1 cBoeBpeMeHHOe Hauano agekBaTHOWM Tepanumn npejoTepa-
LaeT pa3BUTUE TAXKESTbIX HEBPOMOTNYECKMX OCIIOKHEHWI, COXPAHAT KauyeCTBO »KN3HW AAHHOMY KOHTUH-
reHTy geTein.
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MwuH3gpasa Poccuun 3H/IOKPUHOJIOTOB

TOMUYECKAA AUATHOCTUKA TUPEOUHOM TKAHW Y AETEW C ANCTEHE3UEN
LWNTOBUAHOW XENE3bl NPU BPOXAEHHOM rMNOTUPEO3E

E.B. Wpépep, T.A. BaguHa, T.10. LUnpsesa, E.B. HaraeBa, O.b. be3anenkuHa

OrBY «HayuoHaneHell MeduyUHCKUU ucciedosamennbckuli YeHmp SHOOKPUHOI02UU»
MuH30pasa Poccuu, Mockea

BBEAEHME. MNprurHOi NepBUYHOrO BPOXAEHHOrO rurnoTtmpeosa (B) B 6OMbWMHCTBE CiyyaeB
ABNAETCA AncreHesna wWmtosnaHom xenesbl (LLIXK). B Poccuinckon Oenepaunm ¢ Lenblo BU3yanvsaumm
TUPEOUIHON TKaHU OObIYHO UCMONb3YeTCA yNbTpasBykoBoe uccnegosanme (Y3U) LK. YuuTbiBas, uto
Y31 He no3BonseT BbIABUTb GONBLUMHCTBO BapuaHToB auctonum LUK 1 oueHnTb GyHKUMOHANBHYIO aK-
TUBHOCTb TKaHV NpY ee Hannymm, BO3HUKAeT HeOOXOAMMOCTb B NPOBEAEHN AOMOMHUTENIBHOMO UCCne-
[OBaHWsl — TUPEOCUMHTUrpadum.

LLEJIb. CpaBHUTb ynbTpa3ByKOBOW 1 PaAVNOHYKNUAHbIA METOAbI BU3yanu3aunm TMPeoULHOM TKaHW
npv nepsuyHom BI.

MATEPUAJbI U METOAbI. B nccnegosaHue BkntoveHo 30 naumeHToB (n=30) ¢ nepBuyHbIM BT,
obycnosneHHbIM gucreHesmen LK B Bo3pacTte oT 2 Hep Ao 18 neT. Y Bcex AeTeil AnarHo3 ycTaHoOB/eH
no pesynbraTaM HeoHaTaNbHOrO CKpWUHWHra. Bcem naumeHtam nposogunock Y3W wewn n nnaHapHasa
CUMHTUIPadmsa ¢ ORHOGOTOHHOIN SMUCCUOHHON KoMMbloTepHol Tomorpaduen (ODIKT) wen 1 Bepx-
Hero CpefocTeHns C HaTpuA neprexHeTatom 99mTc. OnpeaeneHve ypoBHA TUPEOrnobynvHa 1 CLUUH-
TUrpadua NPoBoANINCb Ha GOHE OTMEHDI 3aMeCTUTENIbHOWN FOPMOHANbHON Tepanun UKn Lo ee Hava-
na. Ctatuctnyeckas obpabotka AaHHbIX NpoBeaeHa B nporpamme R (Version 1.1.463 — © 2009-2018
RStudio, Inc.) c nucnonb3osaHvem naketa R Bepcum 3.5.3. Paznuuna cuntany CTaTUCTUYECKN 3HaUYUMbIMUA
npu p < 0,05.

PE3YNIbTATbI. MegnaHa Bo3pacTa nauMeHTOB Ha MOMEHT 06cNiejoBaHNA cocTaBuna 7,3 roga
[5,9; 10,1]; cooTHOLWeEHME feBouyeK U ManbumkoB — 4:1. Mo pgaHHbiM Y3U y nopasnsiowero 60sb-
WwunHcTBa Aaeten — 83,3% (n=25) B TNNYHOM mecTe LXK He BM3yanmsmpoBanacb, remmareHesms
BbifiBieHa B 3,3% cnydaeB (n=1), runonnasus B 6,7% (n=2), 3KTONusA B NogbA3bIYHYIO 06MacTb —
B 6,7% (n=2).

Mpwn npoBeaeHUN TMPEOCLUHTArPadrM TONMUYECKNIA ANAarHo3 NOATBEPANICA TONbKO B 43,3% cry-
YyaeB, a MIMEHHO: anna3una NoATBepxAeHa y 8 13 25 aeTelr; rMnonnasusa, NOAbA3bIYHAA SKTONUA N reMu-
areHe3ms y Bcex naumeHToB. ¥ 1 nauueHTa c annasvei no gaHHbiM Y3/ npoBeaeHne TMpeoCcUuHTUrpa-
¢dun no3sonuno BbIABUTL rrnonnasuio LK. BaxHo, uto npoBefeHne TMpeocUMHTUrpadun BbiIBUIO
SKTOMMIO B KOPeHb A3blka y 16 feTel (NpoBefAeHHOe paHee ynbTpa3BykoBOe MCC/iefoBaHMe BO BCEX
Cnyyasx KOHCTaTMpPOBano oTcyTcTeue TKaHu LXK — annaswuio).

Takum obpa3zom, skTonus LXK aBnaetca Hanbonee yacTbiM BapraHTOM aucreHesum npu Bl (60%),
Y KaXXAoro yetBepToro pebeHka (26,7%) npuunHoi Bl aBnaeTcsa annasus, opyrne BapuaHTbl AUcreHe-
3um LK BcTpevatoTca goctatouHo peako (13,3%).

Wccnepyembiin ypoBeHb TvpeornobynvHa npu Bcex BapuaHTax sktonuu LK 6bin goctoBepHo
Bbllle, Yem npwv annasuu (24,76 Hr/mn [17,49; 60;49] npotne 1,98 Hr/mn [0,04; 9,81] cOOTBETCTBEHHO,
p=0.0012).

Mpw akTonuum LXK oTmeyeH HU3KKIN MHAEKC 3axBaTa pagnodapmnpenapata — 0,2% [0,1; 0,3] npwu
HopMme 0,8-1,7%, UTO CBUAETENbCTBYET O HU3KOWN QYHKLUMOHANbHOW aKTUBHOCTW 3KTOMMPOBAHHOM
TKaHW.

BbIBOAbI. 1na auarHocTtrku sktonum LXK, Kak Hanbonee yactoro BapvaHTa gncreHesun npu B
(60%), TpebyeTca aBoMHasA BM3yanu3auusa TkaHu LK. MeTog paguoHyKknmaHow BM3yanm3auum nosso-
NIAET OLEeHNTb GYHKLIMOHAJIbHYIO aKTUBHOCTb SKTOMMPOBAHHOW TKaHMW.

KJIIOYEBBIE CJ/IOBA. Bpox0OeHHbIl 2unomupeos; HeOHama’sbHbili CKPUHUHZ; mupeocyuHmuzpagus; ouc-
2eHe3us wumosuoHoU xese3ebl.
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CBOPHUK TE3UCOB

XVII Poccuinckass HayyHO-NpaKTUyeckas KoHpepeHUUs AeTCKUX SHAOKPUHONOTOB
«JJOCTNKEHNUS HayKUN B MPaAKTUKY AETCKOTO SHAOKPUHONOTa»

CNYYAN HESOOEKTUBHOW TOTAJIbBHOW TMNO®U33KTOMUU Y PEBEHKA
CBOJIE3HbIO MLIEHKO-KYLUMHIA

3.A. AHap, J1.C. Co3zaeBa, M.A. KapeBa

OrbY «HayuoHanebHell MeAUUUHCKUU ucciedosamennbckuli yeHmp SHOOKPUHOI02UU»
MuH30pasa Poccuu, Mockea

BBEAEHME. BonesHb MueHko-KywunHra (BUK) — pepkoe mynsTucrctemHoe 3abonesaHue, npu-
UYMHOIN KOTOPOTO ABMIAETCA XPOHUYECKMI TMNEPKOPTULM3M BCIeACTBUE MaTONOrMYeckon cekpeummn
AKTlageHomor runodusa (KOPTUKOTPONMHOMON). Ha cerogHsALWHNI JeHb MeToAoM Bblbopa ABNseTCs
XUpypruyeckoe neyeHue (TpaHcHasanbHaa afeHOMIKTOMUA), KoTopasa B 70-90% cnyyaeB npuBOAuUT
K CTOViKOW pemuccum 3abonesaHusa. OfHaKo Aaxe Npu JOCTKEHUN ANUTENbHON pemuccm 1o 25% na-
LIeHTOB pa3BMBaloT peuuamns 3abonesaHus. Npu HeaPpGeKTVBHOCTU XMPYPrmyeckoro MeTofa ieueHns
BO3MOXHO MpoBefeHue nyyeBoin Tepanum (J1T)

OMUCAHUE KJIMHUYECKOTO CJZTYYAA. MosasneHme NepBbIX KINHUYECKMX NPOABEHNI 3a60-
NeBaHWsA y NaLMeHTKN OTMeYeHO B BO3pacTe 6 NeT, Korga NoABMAMCH Xanobbl Ha NpubaBKy macchl
Tena n 3amefneHne TemnoB pocTa, a ¢ 8 neT NPUCOeANHUINCD BblPaXkeHHas yTOMIAEMOCTb, YacTble
rofoBHble 601 1 SIMOLMOHaNbHas NabUbHOCTb C ANUTENbHBIMU 3MM304aMK anaTuun. Bnepsble ae-
BOUKa bbina obcnefoBaHa B Bo3pacTe 9,5 neT, Koraa 66111 3adrKcnMpoBaHbl 3agepxKa pocta (110 cm,
SDS — 4) n oxupeHune (Bec 28,7 kr, SDS UMT +2,2) ¢ nepepacnpeneneHnem noaKoxHO-KMpoBon
knetuatky (MXKK) no KywmHrongHomy Tvny. Takxe Ha MOMeHT ob6cnefoBaHMA OTMevanacb CTonKas
apTepuianbHas runepteHsms (150-170/100-115 mm pT cT). Ha 0CHOBaHMMN HapyLWEHHOTO LMpKaAHOro
putma AKTT 1 kopTusona (BeyepHuin yposeHb AKTI 68,7 nr/mn, kopTtnzon 950,4 HMONb/N), NOBbILLEH-
HOro yPOBHA KOPTN30J1a B CyTOYHOM aHanmn3se moun (2660 HMOSb/CYT) U CHUXKEHWA YPOBHA KOPTU30/1a
6onee yem Ha 50% OT NcxoAHOro Ha GoHe 6onbLION NPO6bLI C feKCaMeTa30HOM, Obin MoATBEPXKAEH
AKTI-3aBUCKMBbIN reHes runepkopTuuusma. OgHako no pesynbratam MPT npusHakoB ageHOMbI -
nodusa BbIABNEHO He 6blo, B CBA3M C yeM, Ans agudpdepeHLmanbHON AUarHOCTMK MeXIY KopTu-
KOTpOMMHOMOMN 1 AKTI-3KTONUPOBaHHBIM CUHAPOMOM, 6biNl NPOBeAeH CeNIeKTUBHBIM 3a60p KpoBuU
N3 HWKHUX KaMEHUCTbIX CUHYCOB CO CTUMYyNALUMEN [eCMONpecCcMHOM, MO pesynbTataM KOTOPOro
6bIn NOATBEPXKAEH LEHTPaNbHbIN FreHe3 rmnepkopTMUmM3ma (COOTHOLWeHe 6a3anbHOro 1 CTUMYN-
poBaHHoro AKTI =9,5). MNMaureHTKe 6blI0 NPOBEAEHO XUPYPrMYecKoe fieyeHmne, BO BpeMsa KOTOPOro
6bina BM3yann3MpoBaHa afeHoMa C Mpu3HakaMu MHOUNbTPaUuUy B TKaHb runodusa, yto NprBeno
K NpOBeAeHNI0 ToTanbHOM rnMnodun3sKToMun. B paHHem nocneonepauoHHOM Nepuoae passBuniach
HaZno4yeyHMKoBass HeJOCTaTOYHOCTb, TaKXKe MO pe3ynbTaTaM fajnbHelwero obcnefoBaHUA 6binu
noaTeepXxaeHbl passutue CTl-gedruuta, BTOPMYHOIO MMNOTUPEO3a 1 HecaxapHoro anaberta. boina
Ha3HayeHa 3amecTuTesIbHaA Tepanua No NOBOAY HeAOCTAaTOYHOCTU BCEX TPOMHbIX FOPMOHOB. lNocne
BbINNCKM U3 CTaLMOHapa KINHWYECKM OTMeYanoch ynyudlleHne coctoAaHus.. lMpu noBTopHom obcne-
foBaHMM B 13 neT oTMeYeH peuuamnB runepkopTuumsma (3agepxka pocrta (119,5 cm, SDS — 5,86)
n oxkupenue (Bec 52,6 kr, SDS UMT +2,45) c nepepacnpegeneHnem noaKOKHO->KUPOBOWN KneTyaTKu
(MXK), cTpuwn, apTepranbHas rmnepTeH3us 1 Pa3BUICA caxapHbIi AnabeT). JlTabopaTopHO NOBTOPHO
6bin noaTBepxKAeH AKTI-3aBNCUMBIV FreHe3 rmnepKkopTuum3ma 6e3 Nnpr3HakoB afeHOMbl Mo pe3yrbTa-
Tam MPT. lNo pe3synbTaTam MONeKynAPHO-reHeTUYECKOro NCC/iefoBaHNA, MyTaLnii B U3BECTHbIX reHax,
NPUBOAALLMX K Pa3BUTUIO KOPTUKOTPONMUHOM, BbIABJIEHO He 6bl10. YunTbiBas 06bem onepaTtmBHoOro
neyeHVsa N OTCYTCTBME BU3yanu3auuu ajeHoMbl, 6biIno pekomeHAoBaHO nposeaeHue JIT (cTepeo-
TaKcMyeckan paamoxmpypria Ha yCTaHOBKe ramma-HOX). YUmnTbiBas AAUTENbHbIN Nepuoa pa3sutus
s3ddekTa /T, 6bina Ha3HaueHa Tepanua KETOKOHA30/0M. a. B TeyeHne nocnepytowmux 7 mec spdekta
oT JIT He nony4yeHo, AeBOYKa MPOAOIIKAET NONyYaTb KETOKOHa3O0/.

BbIBOJ. MNpu foCcTUKEHUN peMUCCUN TMNEPKOPTULIM3MA NOCSIE XUPYPIrMYeCKOro neyeHus, faxe
npy TOTanbHON TMNOPU3IKTOMNM, COXPAHAETCA BbICOKUI PUCK Pa3BUTUA peunanBa 3aboneBaHus,
uTo 06yCnaBnNMBaeT HEO6XOAMMOCTb AaNbHENLLIEro NOXNU3HEHHOTO AHAMUYECKOrO HabnogeHnaA na-
LIMeHTOB.
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MwuH3gpasa Poccuun 3H/IOKPUHOJIOTOB

3ABUCUMOCTb PE3YJIbTATOB PAANKAJIbBHOTI O JIEHEHUA BOJIE3HU
MUEHKO-KYLWIWUHIA OT MP-KAPTUHbI TMNO®U3A Y BETEN

3.A. flnap, H.B. MakasaH, M.A. KapeBa, B.A. lNeTtepkoBa

OrbY «HayuoHanbHeIl MedUyUHCKUU ucciedosamesnsbckuli yeHmp 3HOOKpuHoiozuu» MuHaOpasa
Poccuu, Mocksa, Poccusa

BBEAEHMUE. bonesHb NueHko-KywuHra (BUK) — kpaliHe pepkoe 3aboneBaHue, NPUUMHON KOTO-
poro ABNAETCA XPOHMYeCKas rmnepnpoayKkuma koptrnsona scnegctaune ctumynaumm AKTE, cekpetunpy-
emMoro ageHomow runodmsa (KopTmkoTponvHomoir). CTaHAAPTOM Tepanun ABNAETCA XUPYPrnyecKuin
meTog nedenus (XJ1), kotopbii B 70-90% cnyyaes NpuBOAMT K peMrnccimn 3aboneBaHus. B cyyae Head-
dektBHOCTU XJT NnpoBOAUTCA NyyeBas Tepanua. [pegonepaloHHble NapameTpbl NPOrHO3UPOBaHUA
BO3MOXHbIX McxofoB XJ1 Ha CeropgHALHNIA AeHb He YCTaHOBJIEHDI, YTO fenaeT BOCTpeboBaHHbIMY UC-
C/lelOBaHNA MOTEHLMAbHbIX MPeAUKTOPOB SPPEKTUBHOCTU.

LIEJIb — oueHKa 3¢p$eKTUBHOCTU paguKanbHbIX METOAOB SIeYeHMA B 3aBUCMMOCTM OT BU3yanin3a-
Ly 1 pa3mepa KOPTUKOTPOMNMHOM B MeAnaTpuyecKon NpakTuke.

MATEPUAJIbl U METO[bl. PeTpocneKkTrBHOE ncCnefoBaHme ncxofos 6onesHm MueHko-KywmHra
y 91 pebeHka (46 peBouek [51%)], 45 manbunkoB [49%)]), HabnogaBwmxca B nepuog ¢ 1992r no 2020 r
B OIBY «HMWL, sHgokpuHonorum» MuH3gpasa Poccun. MauueHTsl 6b1un pa3geneHbl Ha 3 rpynnbl B 3a-
BMCUMOCTM OoT MP-KapTuHbI: rpynna 1 — naumeHTbl ¢ HeBMU3yanusnpyemon ageHomon [n=37], rpyn-
na 2 — naumeHTbl C MUKpoageHoMow rmnodusa (<10 mm) [n=41], rpynna 3 — naumeHTbl C Makpoage-
Homol (>10 mm) [n=13]. B 68% cnyuaeB [62/91] 6b110 NpoBeAeHO TPaHCHA3aNbHOE yaaneHve ageHoMbl
runo¢usa, B 32% — nyyesasa Tepanua [29/91] (28 nauneHTOB nonyunnm npoTtoHoTepanuio, 1 nauw-
€HT — CTepeoTaKCNYECKyo PaAoXUPYpPruio Ha YCTaHOBKE raMmma-HoX). IGpPeKTrBHOCTb Xupypruye-
ckoro metopa neveHua (XJ1) noaTeep)kAanacb B paHHeM NnocieonepauvioHHOM Mepuoae npu focTu-
XKEeHUN rmnokopTuLm3mMa (ypoBHM KOpTr3ona meHee 50 HMOnNb/N). Y NaLuneHTOB, MOyUMBLUVX JyYeByto
Tepanuio (J1T) B KayecTBe 1 3Tana Tepanuu, 3¢pPeKTMBHOCTb OLIEHMBANAch He paHblue, YeM yepes 6 mec.
Mo HOPManV3aLmm NI CHUXKEHUIO YPOBHA CBOOO[HOIO KOPTU30/1a B CYTOUYHOW Moue (< 400 HMonb/cyT).
Peunane 3aboneBaHna noaTBEPXKAANCA NPW Pa3BUTUN KNMHKO-1abopaTOPHOW KapTVHbI TMMepKopTH-
LM3Ma rnocsie NoATBEPXKAEHHOW SPPEKTUBHOCTU NeyeHus.

PE3YJIbTATbI. B 1 rpynne 49% naumneHtos [18/37] nonyuunu XJ1, n n3 Hux y 61% nauneHToB Te-
panus 6bina 3ddexTuBHa [11/18]; 51% nauymenTos [19/37] nonyuunu JIT, pemuccusa bbiia JOCTUTHYTa
y 84% nauuenTtoB [16/19]. B 2 rpynne nauneHToB 80% nonyunnu XJ1[33/41], ny 79% [26/33] nocTurHyta
pemunccmns; 19% [8/41] nonyuunu JIT, pemnccma gocturHyTa y 75% [6/8] naymeHTos. B 3 rpynne naum-
eHToB 85% [11/13] nonyunnu XJ1, 'y 73% [8/11] Tepanus 6bina abdpextusHa; 15% [2/13] nonyunnu T,
pemuccna gocturHyta y 100% [2/2] naumeHtoB. Cpefin naumMeHToOB C pemuccrein 3aboneBaHus nocne
nepBoro sTana neyexus [69/91] peunans nporsoLlen y ogHoro n3 27 nauyneHTtos us 1 rpynnsi [3,7%,
y 2 naumeHToB 13 2 rpynnbl [25%] 1y 2 naumneHToB 13 3 rpynnbl [20%]. Paznuuna yactoTbl ciyyaes pe-
LumMamBa B rpynnax cTaTucTuyeckn HesHaunmbl (p=0,054, TecT x2).

BbIBOAbl. CratncTnyeckn 3Haummon cBA3n MPT-xapakTepucTuk KOPTUKOTPOMUHOM C KCXO-
AaMmn 3GPEKTVBHOCTBIO JIEYEHNA 11 BEPOATHOCTBIO PasBUTUA peLmamnBa BbiABNEHO He 6biio. Bonpoc
JaNbHelLero nouncka 1 aHannsa NpeaMKToOpoOB PEMUCCMUN 1 peLmarBa KOPTUKOTPOMNMHOM OCTaeTca
aKTyanbHbIM.
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XVII Poccuickas HayvyHO-NpakTUYecKass KoHpepeHUNS AETCKUX SHAOKPUHONOTOB
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M3paHne ocywecteneHo OO0 "Tunorpadus «MevatHbix len Mactep», Mocksa 2021.
Oopmar A5 . Mognucaxo B neyvatb 2021. Tnpax 350.
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