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V BCEPOCCUNCKM MEOVNATPUYECKMIN ®OPYM CTYAEHTOB M MONOALIX YYEHLIX «BUPTYO3 MEANATPUN»

MATEPUAIDbI
Hay4yHo-npakTnyeckom koHdepeHUn
CTYAEHTOB U MONOAbIX YYEHbIX
NMaToro Bcepoccumnckoro negnatpuyeckoro popyma
CTYAEHTOB U MOJIOAbIX YYEHbIX
C MeXAayHapoAaHbIM yyactuem «BupTtyos neguatpmumn»

(Mockea, 20-21 masa 2024)

CEPOTUMNbI N YYBCTBUTENbHOCTb K
AHTUBUOTUKAM HA3O®DAPUHIEAJIbHbIX
LUTAMMOB STREPTOCOCCUS PNEUMONIAE

AnaueBa 3.A., Ansa6beBa H.M., Komsiruna T.M.,
TpsanoukuHa A.C.

HayuyHble pykoBoauTenu: npoceccop
A.Tl. ®duceHko, aokTop men. Hayk A.B. IlazapeBa

OrAY «HaumnoHanbHbIN MEANLMHCKUA NCCIeaoBaTENbLCKUN
LleHTp 3gopoBbs geten» MuHagpasa Poccun, Mockea,
Poccus

Knroueabie crioga: demu; sakyuHauusi; Streptococcus
pneumoniae; cepomurisl; aHmMuGUOMUKOPE3UCMEHMHOCMb

Axmyanvnocms. [THEeBMOKOKKOBasi HHMEKIUS MPU3HAETCS
OJIHOM M3 CaMBIX OIACHBIX OO0JIE3HEH U3 BCeX MPEeAyNpekIaeMbIX
BakuuHONpodumakTukoil. Ilocine BHeAPEHNST MTHEBMOKOKKOBBIX
BaKIMH HaOII0#aeTCsl pOCT MHOUIMPOBAHUS IeTel HEeBAaKLIMH-
HBIMH CEPOTHIIAMH, B TOM YHCJIE YCTOWYMBBIMU K aHTHUOUOTH-
KaM. B cBsi3u ¢ 3TUM HEOOXOIUM MOCTOSHHBIH MOHUTOPHHT Ce-
POTHUIIOBOTO Ieif3a)a MHEBMOKOKKA JJIsl CBOEBPEMEHHOTO TIPHHSI-
THSl YIIPABIEHUSCKUX PEICHUH M ONTHMHU3AINHU COCTaBa BaKIINH
HOBOTO ITOKOJICHHSI.

L]env: onpenenuTb CEpOTUIIOBOM TeH3ax U TyBCTBUTEIHLHOCTD
K aHTUMHUKPOOHBIM IpenaparaM Ha30(apHHI€aJbHBIX IITAMMOB
Streptococcus pneumoniae.

Mamepuanvl u memooul. TIpoBeeHO PETPOCIIEKTHBHOE KO-
TOPTHOE MCCTIeIOBAHME MAIMEHTOB B BO3pacTe OT 6 Mec /10 5 et
11 mMec ¢ Ha3odapuHTeaIbHBIM HOCHTEIILCTBOM ITHEBMOKOKKA. Jle-
T 00cnenoBansl B 2018-2022 rr. CepoTunupoBaHue MPOBOIMIH
C MOMOIIBI0 CHEIM(PUISCKUX THEBMOKOKKOBBIX aHTHCBIBOPOTOK
W/WIM Y TEM MOJIEKYJISIPHOTO THITUPOBAHHS METO/IOM ITOJIMMepas-
HOM 1ienHO# peakunu. OnpeneneHue yCTOHYUBOCTH K aHTUMHU-
KPOOHBIM ITpenaparam BBITIOTHEHO METOIOM MUKPOPa3BEICHHH.

Pesynemamei. B uccnenoBanue ObUTH BKITIOUEHBI 369 Haz30-
(apuHreabHBIX U30JSTOB MHEBMOKOKKA: 321 (87%) u30IT, BBI-
JICJICHHBIN OT 37I0POBBIX HOCHTEINEH (1eTH 0€3 TIPU3HAKOB OCTPhIX
MHQEKIIMOHHBIX 3a00JIeBaHUN 1 000CTPEHUS] XPOHUYECKUX 3a00-
neBaHuit) u 48 (13%) — ot merei ¢ OCTprIMU OaKTEPUATBHBIMU
uHpekmamMu (OTUT U CUHYCHT). BhIsSBIICHBI 34 pa3inyHbIX CEPOTH-
1a THEBMOKOKKA, U3 HUX CAaMBIMH PaclpOCTPAaHEHHBIMU SBUITICH
15ABC, 19F, 6AB, 11A, 23AB. B o0meii rpymnrie aerei 1o5s u30-
JISITOB BAKIIMHHBIX IITAMMOB (B COOTBETCTBHU C 13-BaJIeHTHOH I10-
JcaxapuIHON BakMHON) coctaBmia 39,3% (145 o6pasios), B TO
BpeMs Kak B IpyIIe JeTel ¢ ocTpbIMU 3aboneBaHusMu — 62,5%
(30 0Opa3stoR). loyist pe3MCTEHTHBIX TAMMOB K 3PUTPOMHIINHY
cocrasmna 33,3%, TpuMeTonpum/cynbhameToxcazory — 24,4%,

teTpauukianay — 23,1%. OcoOyi0 HaCTOPOKEHHOCTH BBI3BAJIH
IITaMMBbI C MHOKECTBEHHOH JIEKAPCTBEHHOM YCTOMUMBOCTbBIO: OT-
CYTCTBHE YYBCTBUTEIILHOCTH K > 3 aHTUMHUKPOOHBIM TIperaparam
nmenu 24,7% wu3onsatoB. B xone paboThl BBISABICH HU3KUI OXBAT
BaKIMHAIUEH OT ITHEBMOKOKKOBOW MH(EKIUH: B OOILEH rpyrme
nereit nuib 28% MMeNH MOJIHYH0 BaKLIMHAILMIO, a B TpyIe 60-
JICIOIUX JIeTeH 0XBaT 3aKOHYEHHBIM KYPCOM BaKI[MHAI[UH COCTa-
BHJI TOJIBKO 18,8%.

3akarouenue. MOHUTOPUHT aKTyaJbHOTO CIIEKTPa CEPOTUIIOB
ITHEBMOKOKKA M 4YyBCTBUTEILHOCTH K aHTUMHUKPOOHBIM Iperapa-
TaM SBJISIeTCS BaKHEUIIEH 3a1aueil A1 ONTUMHU3AUY TePATUH U
MPOGUIAKTHKH HHPEKIHH.

MEKOHMEBbIW NEPUTOHUT
Y HOBOPOXXOEHHOIO PEGEHKA
C MyKoBMCLMOO3OM

AnekceeBa A.B., lemmngoBa P.A.
HayuHbIn pykoBoguTenb: goueHT E.U. Kawmnpckas

OrbOY BO «AcTpaxaHckuii rocygapCTBEHHbIN MeAULIMHCKUIA
yHuBepcuteT» Munsgpasa Poccun, ActpaxaHb, Poccus

Knrouesbie crioga: knuHu4yeckul criydal; MeKoHUesbIl uneyc;
MEKOHUEBbIU MepumoHUMm,; HOB0POXOEHHBIU,; MyKO8UCUUO03

Axmyanvrnocms. MEKOHUEBBIN UIIEYC SIBISAETCS OAHUM U3
crieUIHBIX KAIICYHBIX NPOsBICHNH MyKoBHCcIHI03a (MB) n
HEpEeIKo OCIOKHSETCs epdopanneil KuireuHnka. JJnaranoctuka
BHYTPUYTPOOHOTO NEPUTOHUTA CBS3aHA C TPYAHOCTSIMHU IpEHa-
TaJbHOW JIMAarHOCTUKHU U BBIOOpA TAaKTHKH ero JiedeHus. OCHOB-
HBIM METOJIOM JTHarHOCTHKHA MEKOHHEBOTO MIEPUTOHUTA B aHTCHA-
TaJIbHOM [IEPUOJIE SABIAETCS YIABTPa3ByKkoBoe uccienosanue (Y3U).

Onucanue knunuveckoeo cayuas. Mansauk L., poxnén ot
1-1i GepeMeHHOCTH, 1-X peXIeBPEMEHHBIX POIOB Ha 35-i Hejie-
Jie TecTaluu, Macca Teia npu poxkaeanu 2390 1, nuuHa Tena —
50 cM, OKpY’>KHOCTB TOJIOBBI — 33 CM, OII€HKa 110 IIKajie Anrap —
7/8 6amioB. bepeMeHHOCTD NpoTekalia Ha (JOHEe XPOHUYECKOTO MH-
enonedpura, ocTpoit pecriparopHoii uHdexuuu B I Tpumectpe.
Ipu npoBenenuu mianoBoro Y3 Ha 33-it Henene 6epeMEeHHOCTH
BBISIBJICHBI NTPU3HAKH OOCTPYKIUHU TOJICTOTO KHIIIEYHHKA III0JA,
MEKOHMEBBIN epuToHUT. Ha 35-i1 Henene GepeMEeHHOCTH B CBSI3H
C IPEKAEBPEMEHHBIM H3JIUTHEM OKOJOIUIOAHBIX BOA IIPOBEACHO
ponopaspelienue myTéM kecapeBa cedeHusl. COCTOSIHHE MaJIBIU-
Ka [P POXKACHUH TSKENOE, 00yCIOBICHHOE JIbIXaTeNIbHON HEel0-
CTaTOYHOCTHIO, IIepeOpalibHOM Aenpeccuceii. Pe0éHOK ObLT Tiepe-
BeZIEH B OT/IEJIEHHE aHECTE3UOJIOTUH-PeaHnMaIy. B HeBpooru-
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YECKOM CTaTyce OTMeYanach CHMITOMAaTHKa YrHETeHUs. JKUBOT
BBIIIE YPOBHS PEOEPHBIX YT, CAMMETPUYHBIH, IPH MaJbIIalluH
HanpspKEH, OTMEUEHBI BBIPKEHHBIH OTEK U TUIepeMust epeaHen
OpromHoi crenku. OTéku B obnactu MomoHKu. CTyil U OTIens-
eMOe TI0 'a300TBOJTHON TpyOKe oTcyTcTBOBAIH. [10 yperpaisHo-
My KaTeTepy BbIIeIsuiach CBETIO-KENTast Moda. [IpH moctaHoB-
Ke YKETyJI0YHOTO 30Ha OTACISIIIOCH COIEPIKUMOE JKENTOTO [IBETA.
YUuTBIBAs TSHKECTH COCTOSIHUS PeOEHKA, ITPOBEICHO ONIEPAaTUBHOE
JIeYCHHE B SKCTPEHHOM MOPSAKE — IPEHUPOBAHUE OPIOIIHOI HO-
JIOCTH C JIByX CTOpOH. MIHTpaomnepaoHHo 3BakynpoBaHo 250 M
MEKOHHS C IPUMECHIO KPOBH, BKITIOUCHUSIMU (hUOpHHA.

B mocreonepannoHEOM Iepuose peOEHOK HaXOAMIICS Ha UC-
KyCCTBEHHOH BEHTHJIALIMH JETKHX, ONyYai 00e300auBanue GeH-
TaHWJIOM, BOCIIOJTHEHHUE OeJika pacTBOPOM alibOyMHHa, aHTHOaK-
TEepHaJIbHYIO Tepanuio, napeHTepaibHoe nuranue. Ha 6-e cyTku
IOCJIEe ONEPATUBHOTO JICYCHUsI peCcIIUpaTopHast oAJeprKKa Oblia
IIpeKpallieHa, HadyaTo TpopUuuecKoe FIHTepaIbHOE IUTaHue. B co-
CTOSIHMH peOEHKA OTMEYaach MOJIOKHUTENbHAS JHHAMUKA, Hauall
cocarb CaMOCTOSITENILHO, IUTAHWE yCBAaWBaJ B MOJHOM 00BEME,
SIBJICHUI KHIIEYHOH HEITPOXOAUMOCTH HE OTMEYaI0Ch, HaOII0a-
Jach MOJIOKUTENIbHASL BECOBAsl KPUBASL.

3axnmouenue. IlpencraBaeHHbI ciydail AeMOHCTPUPYET Ts-
xEI0e TeUeHHEe MEKOHUEBOTO Mieyca Kak mposisiaeHre MB y Ho-
BOPOXKIEHHBIX. XapaKTepHbIH CHMIITOMOKOMILIEKC TPeOyeT KITU-
HUYECKOH HACTOPOXKEHHOCTH CIICIIMAINCTOB C BO3MOXKHOM pea-
JU3anyeil TMarHoCTHYeCcKoro ajaropurMa i uckiouenus MB.

k %k ok

KO®EWH B XXU3HN CTYOEHTOB

AnueBa H., KoponeBa O.A.
Hay4HbIn pykoBoguTens: goueHT H.J1. AMwmkoBa

®rAOY BO «[MepBbint MockoBCKuIA rocyaapCTBEHHbIN
MeaMLUHCKUA yHuBepcuTeT nmeHn N.M. CeyeHoBa»
MwuH3gpaBa Poccum (CeveHoBckuii yHuBepeuteT), Mocksa,
Poccus

Knroyesnie criosa: kKogheuH; cmydeHmbl; aghgbekmbl;
KogheuHcoOepxawue Hanumku

Axmyanvrocmy. Kohenn BXOAUT B COCTaB MHOTUX MOIYJISP-
HBIX HAIIMUTKOB U MPOIYKTOB, YIOTPEOIAEMbIX KeTHEBHO. Bnsi-
HHUE KoerHa Ha OPraHu3M MPOJOIDKAIOT H3ydarh.

Llenw: onpenenuTh BIUSHUE KO)EHHA HAa OPraHU3M H €T0 POJIb
B JKU3HHM CTYJCHTOB IJIsI pa3pabOTKN PEeKOMEH AN MO MTPaBUIIb-
HOMY NOTPEOJICHUIO KOpeHHa.

Mamepuanvr u memoou:. IIpoBenéH aHaIN3 IUTEPATYPHl U
PaHIOMU3UPOBAHHOE UCCIIEAOBAHUE C IOMOIIbIO aHKETHPOBa-
HUs cpenu 151 cTyneHTa MEAUIIMHCKUX, TYMaHUTAPHBIX U TEX-
HAYECKUX BYy30B B Bo3pacte 10 20 neT. AHKera Birodana 14 Bo-
MIPOCOB U MOAPA3/IEIsIach Ha 3 OlI0Ka, aHATM3UPOBAHCH 3 (peK-
TBI TOMYJISAPHBIX KOGYEHHCOACPKALINX HAMUTKOB U OIIYICHHS
HOCJIE UX YIOTPeOIeHHU .

Pe3ynomamer. YcraHoBIeHO, uT0 70% OMPOIIEHHBIX CTYIECH-
TOB YMOTPEOISIOT HAIUTKH ¢ KOYEHHOM ©KEIHEBHO, U3 HUX KO-
(e ynorpebisum exenHeBHO 27,2% ucnbiTyeMbIX. [Ipn 9ToM BBI-
SIBIIEHO, 4TO 55,9% mpiot 1 yamky B nens; 37,3% — 2-3 vamku;
6,8% — Oomnbuie 3 vamek. [TpexnouTenus B BHIOOpE HAITUTKOB Y
CTYJCHTOB pacrpeaeninch Tak: 39,1% — yaii; 25,8% — Bona;
24,5% — xode; 7,9% — cnanxas rasuposka. [Ipu onpenenenuun
HYXJIbI TOTpeOIeHus KoheHHCOoIepKaliX HATUTKOB OBLIO OIpe-
JIENIeHO, 9TO 53,6% CTYIEHTOB MBIOT IS YIOBOILCTBHS, 25,2% —
JUTSL TIOBBILIEHUs paboTocnocoOHOCTH. [1omyNIsIpHEIM SIBIIsSIETCS

notpebienne kode Kak «IpUBBIUKA U TPAJUINY, TPHIEM OTIA-
BaJICSI IPHOPHUTET B MOTPeOICHNH HAUTKOB B THEBHOE (30,2%) 1
yrpenHee (26,2%) Bpems. Ananus 3¢gdexToB KopenHa Ha opra-
HU3M CTYICHTOB IoKa3all, 4yto 6osiee 50% y4acTHUKOB onpoca He
OLIyIaAY U3MEHEHUH Ipu ynorpednenuu kopeuna, 41% crynen-
TOB 4yBCTBOBAJIM 00pOCTh, 6% — ycranocts, 17,2% — npodune
HETIPUSATHBIE OLIYIIEHHUS. BONBIIMHCTBO OMPOIIEHHBIX CUUTAIOT,
YTO UX COCTOSIHUE HE 3aBHCHUT OT KodenHa, ogHako 20% BBISIBU-
1M y ce0sl 3aBUCHUMOCTD OT HalIUTKOB, O YM TOBOPUT HapacTaHUe
YCTaJIOCTH TIPH OTKa3e 0T KOPEeUHCOoAepKalUX IpoaykroB. OT-
MEYEHO TaKke, 4To 21% CTyneHTOB II0X0 3achkinany, 12% He Bbl-
ChIIANUCh, y 12% oTcyTcTBOBANO OLLyLIeHHEe 60apocTH, y 7% OT-
Meyvasics IPEePBIBUCTBHII COH.

3axnouenue. Kopennconepxamiue HaIUTKA SBISIFOTCS He-
OTBHEMJIEMOH YacThIO MOBCEIHEBHOMN KHU3HU CTyAEeHTOB. CaMbIM
MOMYJISIPHBIM HAIUTKOM sBJIsieTcs 4aid. YacTh CTyAEHTOB OTMe-
THIa Ha cebe MONoKUTENbHBIC 3PPEKThl KOpEeHHa, BBIIEIsS ero
[ICUXOCTUMYIIUPYIOIee BO3ACHCTBUE, OABEM HACTPOCHUS, I10-
BBILIEHHE BEIHOCIHBOCTH U OOIPOCTH, HEOOXOANMBIX CTYICHTY B
nHeBHOE BpeMs. OqHako ObLIH U T€, KTO OTMETHIIN TUCKOM(OPT
U yCTaJIOCTh, HAPYIIEHHS CHA, OLYTHIH Ha ce0e 3aBUCUMOCTD OT
notpednenus kodeuna.

k %k ok

NOCNEQCTBMUA NO3OHEA OUATHOCTUKU
r’MNeEPBUNTMPYBUHEMWUU

AHTOHOBa B.[."
HayuHbi pykoBoguTens: goueHT O.B. Mmo6a'?

'"®rAQY BO «[Mepebit MOCKOBCKMI rocyAapCTBEHHbIN
MeauLUHCKUA yHuBepceuteT nvmenn N.M. CeyeHoBa»
MwuH3agpasa Poccum (CeveHoBckuin yHuBepcuteT), Mocksa,
Poccus;

20lAY «HauunoHanbHbI MeQULMHCKUIA NccrieaoBaTernbCKUn
LleHTp 3gopoBbsa aeten» MuHagpasa Poccun, Mocksa,
Poccus

Krtouesbie criosa: KnuHUYeckull cydali; s0epHasi xenmyxa;
JKerimyxa HOB0POXOEHHbIX; 2unepbunupybuHemusi;
bunupybuHosas sHueganonamusi

Axmyanvornocme. TunepOouaupyOuHEeMuss — 3TO JH000€ yBe-
JMYECHUE KOHIIEHTpauuy OMIMpyOrHa B CHIBOPOTKE KPOBH CBEPX
HOPMAaTHBHBIX 3HaueHUH. Hapymienus cTpykTypsl U pyHKIUU ro-
JIOBHOT'O MO3ra, 00yCJIOBJIEHHbIE HENPSMOH runepounupyouHe-
MUel, Ha3bIBaeTcs OnnnpyouHoBoii sHuedanonarneit (b2) win
simepHoi xkenTyxou. [Ipu ncnonp30BaHIN IepUHATATBHBIX TEXHO-
noruit B sBisieTcs mpenoTBpaTuMBIM cOCTOsSTHUEM. BeposiTHOCTD
paszButus B noBeiaeTcs npu cieayrommx Gakropax pucka: He-
JIOHOIIEHHOCTh, TeMOJIUTHUYECKasi 00JI€3Hb HOBOPOXKIEHHOTO, TS~
Kk€r1ast BpoxKIEHHAs U HeOHaTalbHas MHpeKys. B nocnennue nsa
JIeCATUIICTUS YacToTa bO B pasiuuHbIX cTpaHAX HAXOAUTCS B JIHa-
nazone 0,4/100000 o 2,7/100000.

Onucanue knunuveckoeo cayuas. IlaneHT nmocTynui ¢ xa-
J'IO6aMI/I Ha MOBBINICHUE MBIIICYHOI'O TOHYCA IO CIIAaCTUYCCKOMY
TUILYy, THIIEPKUHE3b! IPU HACHIbCTBEHHBIX ABHKEHUSAX. PeOEHOK
oT 7- 6GepeMeHHOCTH, NIpoTeKaBLIel ¢ yrpo3oii npepeiBaHus. Po-
JIbl OKCTPEHHBIE Ha 35-if Henene B CBSI3H C (eTOIIaleHTapHOM
HEJI0OCTAaTOYHOCTBIO, ITyTEM KecapeBa cedeHus. Macca Tena npu
poxnaenun 2400 . Inuna tena 46 cMm. CocrosiHue peOEHKa Ts-
KE0e 3a CUET Pa3BUTHs AbIXATEJIbHOM HEOCTaTOUHOCTH, HEBPO-
JIOTUYECKON CUMIITOMAaTHKH, 33€PKKU BHYTPUYTPOOHOTO Pa3BU-
tus. I'pynna xkposu matepu 0(I) pesyc-orpuniaTenbHblil, pedéHKa
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0(1) pesyc-monoxutensHbIid. Tonpko B Bo3pacte 1 Mec KU3HU Y
pebEnka OblTa IMarHocTUpoBaHa OUITUpyouHemMus 497 MKMOIIB/JI,
TOCIUTAJIM3UPOBAH B CTAMOHAP B TSHKEIOM COCTOSIHUM 3a CUET
MOpayKeHUsI IEHTPAIbHOM HEPBHOM CUCTEMBI, OMIINPYOHHOBOM HH-
Tokcukaiuu. [Tocne nocrymieHus Ha 6-€ CyTKH ypOBEHb 001Iero
OmTMpyOMHA CHU3MICS 110 26,5 MKMOIIB/J1. [Tocie BBIMTUCKH MOsI-
BUJIMCH KaJOOBI HA MEPUOIUYECKYIO PBOTY (POHTAHOM, SITU30/IBI
«BBITHOAHUS), 32JIEPXKKY PA3BUTHS. YUUTHIBAS HATNYHME B aHAMHE-
3€ THIepOUITHPYOMHEMUH, THIIEPKUHE30B Pa3IMYHOr0 XapaKkTepa,
MOopayKeHUe OJICHBIX 1IAPOB 110 JAHHBIM MAarHUTHO-PE30HAHCHOM
TOMOrpauu ToJIOBHOTO MO3ra, OTCYTCTBHE HapylIeHUH oOMeHa
aMHMHOKHCIIOT U 0eTa-OKUCIICHUS JINUI0B Y peOEHKA YCTaHOBIICHO
MOpakeHHe TOJIOBHOTO MO3Ta BCIECTBHE THITEPOMINPYOMHEMUH
B paHHHIA iepuoj. PeOEHOK HAOMIOIAeTC s C IMArHO30M: JICTCKUH
LepeOpalibHbIN Mapanny: CacTHKO-THIIEpKUHETHYEeCKas GopMma.
GMFCS IV. Tsaxénble 1BUraTtenbHble U pedeBble pacCTPOICTBa,
3HAUUTEIIbHOE CHU)KEHHE KaueCTBa )KU3HU TTallMeHTa.

3akrouenue. IlpencraBneHHbIN KIMHUYECKUH Clly4ail JeMOH-
CTPHUPYET HEOOXOMUMOCTH TIIATEILHOTO cOOpa aHaMHE3a, aHAIU-
3a KIMHUYECKON KapTHHBI U Ta00OPaTOPHBIX TAHHBIX ISl paHHEeH
JIMAarHOCTUKYU TMIICpONINpyOMHEMHU U MPEAOTBPALLECHHS HHBA-
JIUIM3AIIH TaKUX OOJbHBIX.
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TPYAHOCTU OUATHOCTUKU AYTOUMMYHHOIO
NMAHHUKYITUTA

ApcanueBa A.LL.", KanapuHa A.M.?

Hay4HbIn pykoBoguTenb:
poueHT H0.M. CnuBakoBckui'

'dIbOY BO «CapaToBCKMiA rocyaapCTBEHHbIA MEQULUHCKUN
yHuBepcuteT numenn B.W. Pasymosckoro» MuHaapasa
Poccun, Capatos, Poccus;

2YHuBepcuTeTckas KnmHuyeckas 6onbHULEa MMeHM

C.P. Mupoteopuesa, Capatos, Poccus

Knouesbie criosa: KnuHu4eckul criyqat; demu;
aymouMMYyHHBbIU MaHHUKYum; noOKoXXHas Xupoeasi
Kriemyamka; duaeHocmukKa

Axmyanvrnocmy. [TaHHUKYIUT — TPyIIIA FeTEPOreHHBIX 3200-
JICBaHUI BOCMIAJIMTEIILHON TPUPOJIBL, XapaKTEePHU3YIOIUXCS Opa-
JKeHreM noaKokHoH skupoBoi kiretdatku (IDKK). [lnpokoe muO-
rooOpasue KIMHUIECKHX ¥ TUCTOIOTNUECKUX MTPOSIBICHUI TPUBO-
JIIT K TOMY, YTO 3THU MAIMEHTHI IOMAA0T B IOJIE 3pEHUs Bpadei
CaMbIX Pa3HbIX CHELUATBHOCTEH.

Onucanue knunuyecko2o ciyyasi. BrepBble U3MEHEHUS Ha KO-
JKe B BUJIE PO30BATO-CHHIOIIHOIO MATHA y Masipauka E., 5 net, ma-
Ma orMeTwia B staBape 2022 1. [IATHO MOSIBISIIOCH TIOCTIE KyTIaHWs,
pacroaranoch B 00JaCTH IPyIHON KIETKH 10 3aJHESH MOAMBIIIeY-
HOM JIMHUY CTIpaBa pa3MepoM 10 2,5 cM B JMaMeTpe, C HEPOBHBIMU
KOHTYpaMu. MaJIbdKK BIIEPBbIE KOHCYJIBTHPOBAH JIEPMATOIOTOM
B mMapre 2022 r., korja OblUT yCTaHOBJIEH nuarHo3: « Murpupyto-
mias spurema?y. [IpoBeaéHHOe JIeueHHE HE ITPUHECIIO 3HAYUMO-
TO MOJIOKHUTENBHOTO dpdekra. Co BpeMeHEM 00pa3oBaHHe yBe-
JMYUIIOCH B pa3Mepax, CTajo Oolsee IIIOTHBIM, H3MEHHIO OKpa-
CKY, YTO MOCITYKHJIO TIOBOJOM K CTAI[HOHAPHOMY 00CIIeI0BaHHIO
B CIICLUATM3UPOBAHHOM JIEPMATOIOTHUECKOM OTAEJICHUH B UIOHE
2023 r. 1o raHHbIM 00CIE€10BaHUS B KPOBU OOJILHOIO ObLIU BBISB-
nenbl 303uHOoGuIHs (10%) ¥ BRICOKHE YPOBHU aKTHBHOCTH IIIEII0Y-
Hoit ocdaraser (1169 EN). ITpu Y3U MsArkux TKaHel OMUCAHbI
9XO-MPU3HAKN MATKOTKAHHOTO 00pa30BaHUs B MPABOM JOMATOU-
HOH 0071aCTH, YTO CTAJIO ITOBOJOM K ITPOBEACHHIO KOHCYIIBTALNH

Bpada-OHKOJIOTa H IOCIEAYIONeH rOCIUTAIN3AINT B XUPYpruye-
ckoe otnenenue. Tam 0 JTaHHBIM THCTOJIOTMYECKOTO HCCIeI0Ba-
HUS OMoINTaTa ObUIa MPENONoKEeHa HeXOMKKUHCKas T-KkiieTouHas
nuMdoma, moce yero ObLIO MPOBEICHO TOJIHOE yAAJICHUE T1aTo-
JIOTHYECKOr0 00pa3oBaHMs, YTO MPHUBEIO K POPMUPOBAHUIO THU-
epTPOGUIECKOro KeJIOUIHOTO PyOIla, OrpaHHYMBAIOIIETO 00b-
&M IIBIKEHUH 11edeBoro cycrasa. OOpaser Ouonrara ObUT KOH-
cynstupoBat B ®I'BY «HMUIL[ AI'OU um. Amutpus Poragesay.
[Tpu3HaKku OMyX0IeBOro NOPAKEHUS HE BBISIBICHBI, 8 BEpUBHLIHU-
POBAHBI NPOSIBIICHUS Ay TOMMMYHHOTO TAHHUKYIUTA. PeOEHOK ObLI
KOMILIEKCHO 00CIeZIoBaH B pEBMATOJIOTMYECKOM cTaronape. Ha
(hoHEe TPOBOAMMON MPOTUBOBOCIIATIHTENIHLHOM TEPAIHU PELIBa
3a00JIeBaHusI Ay TOMMMYHHOTO TAHHHUKYJINTA HET.

3axmouenue. IpuBenéHHOE KIMHNYECKOE HAOMIOACHNE HILTIO-
CTPUPYET OOBEKTHBHBIE CIOKHOCTH U CYOBEKTHUBHBIE ITPUYNHEI,
BO3HHKAIOIIUE B NEIUATPUYCCKOM MTPAKTUKE, TPEOYIOIINE MEXK-
JUCIUIUTMHAPHBIX 3HAHUN, YMEHHUS U JKEJTaHUs COTPYIHUYATD C
KOJIJIETaMH CMEXHBIX BPa4eOHBIX CIIEHUATBLHOCTEH C IETbI0 MaK-
CHUMaJIbHO d(P(PEKTUBHOTO 00CIEAOBAHMUS MALUEHTA JUIS ITOJTHO-
[ICHHOM KJIMHUYECKOW BepU(HUKAIINN THATHO3A.

CEMEWHO-OUATHOCTUPOBAHHAS
KIACCUYECKAA NUPUOOKCUH-
HEYYBCTBUTEJNIbHAA ®OPMA
rOMOLUUCTUHYPUUN Y MATTBYUKA 11 NIET

BapuHoBa K.A.
Hay4HbIn pykoBoguTenb: goueHT 5.0. MauykaTtoBa

OrAOY BO «[MepBbint MockoBCkuIA rocyaapCTBEHHbIN
MeaMLUHCKUA yHuBepcuTeT nmeHn .M. CeyeHoBa»
MwuH3snpasa Poccun (CeyeHoBckui yHuBepcuTteT), Mocksa,
Poccus

Knrouesbie criosa: knuHu4deckul criyydad,; demu;
20MoyUCMuHypusi; duaeHocmuka

Axmyanvrnocms. TOMOLUCTUHYPUS SABIISIETCSA PEIKUM 3a001e-
BaHUEM ¢ pacnpocrpaHéHHOCTbI0 1 : 200 000 ciayuaes. 3aboine-
BaHHUE CBS3aHO C HAPYIICHHEM MeTa00In3Ma METHOHHHA BCIIS]I-
CTBHE Je(pUINTA INCTATHOH—CHHTETa3bl. [\MarHOCTHKA U JICICHUE
TOMOLUCTHHYPHH TpeOyeT MPUMEHEHUS MYIbTHINCIUIITHHAD-
HoTo nozaxoza. HecMoTps Ha Hamnune XapaKTepHOTO CHMITOMO-
KOMIIJIEKCa, TOMOLIMCTHHYPHS YacTO OCTAeTCsl HepacllO3HAaHHON
U TUarHOCTHPYETCs Ha TAIax MOSBICHUS OCIOKHEHUH JaHHOTO
3a00JIeBaHUs Y JIeTeH, KOTOPBIM HE MPOBOAWICS PaCIINPCHHBIH
HEOHATAIIbHBII CKPUHUHT.

Onucanue kaunuyeckoeo cayuas. Manwuuk, 11 jget, oOpa-
THJICS B CTAI[MOHAP B CBA3HU C HATWYIMEM HapyIleHuil pedn, ObI-
CTPOH yTOMJIIEMOCTH, CHUKEHHSI OCTPOTHI 3peHusl, AedopManuii
HOTI' U TI03BOHOUYHMKA. B anamHe3e B Bo3pacte 1 roga y nanues-
Ta HaOIIIOJa]IOCh OTCTaBaHME B pedeBoM pas3BuTHH. K 3 romam
peOEHOK roBopmI 5—6 CII0B, Takke MOSBHUIACh arpeccus. IIpo-
BOJIMMBIE KYpPChl HOOTPOIHOM Tepanuu Obuth Hed((EKTUBHBI.
B Bo3pacte 4 set npu 0hTaIbMOIOTHYECKOM 00CIeI0BAaHUN ObLIT
BBISABJICH IMOABBIBUX XPYyCTaJIUKa C ABYX CTOPOH, B CBA3U C UCM
Obula IPOBEJCHA MUKPOUHBA3UBHASL JIEHCBUTPIKTOMUS. Pebé-
HOK TaK)ke 3aHHMaJICs C JIorone oM. [ oMonucTHHypHs OblIa 3a-
TIOI03PEHA B BO3PACTE 5 JIET, MOCNIE SKCTPEHHOTO MOCTYIIICHUS
€ro poxHOTO Opara B Bo3pacTe 9 JeT ¢ HIIeMHYSCKUM HHCYITh-
ToM. Toraa ¢ MoMOIIBI0 MOJEKYIIAPHO-TEHETHIECKOTO aHaIIN3a
Obu1a MOATBEPXKJICHA KiIaccudeckas GopmMa rOMOLMCTUHYPUH Y
o0oux OparbeB (KoMIIayH-reTepo3UroTHsle Mytauuu ¢.904GA/
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¢.847GT B rene CBS). [Ipn npoBefieHNN TecTa Ha YYBCTBUTEIb-
HOCTB K BUTaMHUHY B6 Obl1a ycTaHOBIEHA MUPUIOKCHH-HETYB-
cTBUTeNbHAs (hopma Oone3HH. bpuin Ha3HaueHbI OeTauH, aleTHI-
CAJIMIMIIOBAs KMCJIOTA, CIeUaIN3UpOBaHHast aMUHOKHCIOTHAS
CMECH, JIaHbl PEKOMEH/IAlMU COOJIIO/ICHUS] HU3KOOCIKOBOW Jye-
Thl. B 7 neT mauueHT Hayan oOydeHue B LIKOJIE HHKIIIO3UBHOTO
tuna. C 10 et oT™Me4ansoch yXyAlIeHue pedu, CTal MeHee pas-
00puuBO TOBOPUTH. [Ipr MarHUTHO-PE30HAHCHOW TOMOTrpadun
(MPT) ronoBHOTO MO3ra BBISIBIICHBI IPU3HAKH MIEPCHECEHHOTO
TpoM0O03a CaruTajabHOrO CHHYCa HEM3BECTHOW naBHOCTH. KoH-
CHJILYMOM 3KCIIEPTOB Pa3HBIX CIELMATbHOCTEN ObLIN Ha3HaAUE-
HBI aHTUKOAryJsAHTel. Ha moBropHoit MPT ronoBHOro mosra He
BBISIBIICHO OTPUIATEIbHON AHMHAMHUKH. PeOEHOK OBLT BBITUCAH
B CTaOMJIIBHOM COCTOSIHUM ¢ pekoMeHaanusmMu. OIHaKo cTaio
M3BECTHO, YTO €0 POJHOM Opar ckoHYaiics B Bo3pacrte 10 e

3axnouenue. JIaHHBIA KIMHUYECKUN Cllydyail IOATBEPIKAACT
HEOOXOIMMOCTh MOBBIIICHNS OCBEJIOMIIEHHOCTH Bpadeil O CUMIITO-
Max TOMOLIMCTUHYPHH Y aeTet, npumenennn JJHK-nuarnoctuku
y TAUEeHTOB, He IMOIYYUBIIUX paHee PACIIMPEHHOTO HEOHATAIIb-
HOTO CKPUHHHTA JUTS TPOGIIIAKTUKH OCTIOKHEHHUH.

k ok 3k

XPOHWYECKUWA PELIUAUBUPYIOLLINIA
MYNbTU®OKAIbHbIN OCTEOMUEIINT:
TPYOHbLIA NYTb K AUATHO3Y

BeameHoBa M.[.

HayuHbI pykoBoauTEnb:
poueHT F0.M. CnnBakoBCKUN

®Irb0Y BO «CapaToBCKkuiA rocy4apCTBEHHbIN MEOULIMHCKIN
yHuBepcuteT numenn B.W. Pasymosckoro» MuH3apaBsa
Poccuu, Capatos, Poccus

Knrouesnie criosa: knuHu4eckull criyqal; 0emu; XpOHUYeCcKUU
peyudusupyrouuti MyribmughoKanbHbIl ocmeomuenum;
bucghocgpoHambi

Axmyanbrocme. XpOHUYECKUH PELUANBUPYIOIUI MYIIBTH-
¢dokanpHbI ocTeomuenut (XPMO) — ayToBocHaluTensHOE 3a-
OoseBaHme, XapaKTepU3yIoLieecs KITMHIIECKH Pa3BUTHEM aCeIITH-
YECKOT0 BOCMAJIUTENIBHOTO TOBPEXKIEHHs KOCTEH ¢ MPOJIOHTUPO-
BaHHBIM U (QIIFOKTYUPYIOLIIIM TCYCHUEM.

Onucanue kaunuyecxkozo caydas. IlpoBenen ananus 3 ciy-
yaeB ge0tora XPMO y neBouek B Bo3pacte 8—12 jet, KoTopbie
MU KIMHUYECKYIO KapTHHY, Pa3IHYaronIyocs Mo Je0lTy
MIEPEYHIO THArHOCTUYECKUX KPUTEPUEB, YTO ONPEIEIHIIO TPY/I-
HOCTH NEPBUYHON TUATHOCTUKU. DTH OOJIBHBIC MPOILIH JOJITHH
MYTh OT MOSBJICHHUS CUMIITOMOB JI0 IPABUJILHOTO JrarHo3a. O0b-
€/IMHSUI0 BceX OOJIBHBIX TO, YTO Y HUX B aHAMHE3€ UMEJIUCh yKa-
3aHUS HA TPaBMy. DTO HAMPABIISIIO BpadyeH 10 JOKHOMY ITyTH Jie-
YEeHHs OCTTpaBMaTn4eckoi narogoruu. IIpu sTom npencrasis-
€TCsl BEPOATHBIM BIIMSHUE TPABMbI KaK TPUITEPHOTO MEXaHU3MA
MaHupecTanuu 00JIe3HU BO Beex ciydasx. OnHa U3 NalueHToK,
8 1et, HabmOmamach ¢ kajao00amMu Ha OOJH B CIIMHE M YaCTBIMU
nepesoMamu. Bropas GonbHas, 9 jet, mocie TpaBMbI CTpajana
00J1bI0 B MATOYHON KOCTH, KOTOPAsi CMEHMJIACh HApPaCTaAIOUIMMHU
Hecnenn(pUIeCKUMU BepTeOpanTusiMu. Y TpeTheil MalneHTKH,
12 net, oTMevancs OUH U3 CAMbIX YaCThIX CUMIITOMOB — JJTH-
TEJIBHO TEKYIllee MOPaKeHUE TPYAMHO-KIOUMYHOTO COYICHEHUS.
Onnako XPMO He Brumogaincst B JudepeHuaibHo-I1arHo-
CTHYECKHUN TOUCK. J[naruo3 y Bcex OOJIbHBIX ObLT YCTAaHOBJICH B
3HAYUTEIHHO OTCPOYEHHOM NEpUoJIe 3a00IeBaHuUs TOIBKO B yC-
JIOBHSIX CIIELUAIM3UPOBAHHOIO CTAlMOHApa MPH yYacTHH PEB-
MAaToJIOTa M psijia CHEeNHAINCTOB (heepabHbIX CIEHUAIN3UPO-

BaHHBIX IIEHTPOB, YTO TO3BOJMIIO HAYaTh CHEHU(PUUECKYIO Te-
panuto ouchocdonaramu.

3akarouenue. IIpencraBiaeHHble Cilydan MO3BOJIAIOT 110J1ararh,
4TO Yy Bpauell emé HenocTaTouHa OcBeAOMIEHHOCT, 0 XPMO y
nereil. B GonpmmHCTBE citydaeB OOJBHBIX HAOMIONAIOT BpauH pas-
JIMYHBIX CIEUAIBHOCTEH ¢ OIMOOYHBIMU AUarHo3aMu, a XPMO
ocTaéTcs Hepaclo3HAHHBIM B TEUCHHUE JUTUTEIBHOTO BpEMEHH. 3Ha-
HUE KJIMHUYECKOH KapTUHBI, 0COOCHHOCTEH TEUCHHsI 3TOW MaTo-
JIOTHHU Y I€TeH, MOIX0J0B K JUarHOCTHKE IIO3BOJISIT CBOEBPEMEH-
HO BBIABJIATH IIAWMCHTOB U HAYUMHATH cneunq)w{ecxy}o TCparunro
B 3()(hEKTUBHBIE CPOKU.

* %k ok

YHUBEPCATbHbIN CKPUHWUHI
HA OUCITUNWOEMUIO Y OETEU
LUKOJIbHOIO BO3PACTA

BensieBa E.B.", ®ageeBa A.B.?2, QiocumbaeBa [O.K.'

HayuHble pykoBoguTenu: npodeccop
C.A. YwakoBa, goueHt O.10. XanuaynnuHa

'OrBOY BO «TroMeHCKMIA rocyqapCTBEHHbIN MeaULIMHCKIIN
yHuBepcuteT» MuHsgpasa Poccum, TiomeHb, Poccuns;
2TAY3 TO «lopopckas nonuknuHmka Ne 5», TiomeHb, Poccus

Knouesnle crioga: demu; CKpuHUHe; ducnunudemusi;
aunepxonecmepuHeMusi; hakmopbl pucka, WKOIbLHUKU

Axmyanvrnocme. MHOrue cepAeuHO-COCYUCTbIE 3a001eBaHus
(CC3) (B ToM umcIIe aTepockiepos) 6epyT CBOE Ha4ajIo B AETCKOM
Bo3pacTe. YacTo JUCIUNUAEMHUN KIMHHIECKU HIKAK HE MPOSBIIS-
I0TCSI, U TOJBKO YHUBEPCAIBHBIH CKPHHUHT MO3BOJSIET BBISIBUTD
JeTel ¢ HapyIIEHUSIMH JIMIHHOTO OOMeHa.

L{ens: MpOBECTH YHUBEPCAIbHBII CKPUHUHT Ha YPOBEHb 00-
niero xosnecrepua (OX) B CIUIOMIHOM BBIOOpPKE IIKOJIBHUKOB B
Bo3pacte 10 yiet, pa3paboTarh MapHIPyTU3AIMIO U aITOPUTM Ha-
OJFOIEHHST €TEH C THUIEPXOIeCTEPHHEMUEH B MEJHIIUMHCKUX Y-
PEKICHNUSX.

Mamepuanvt u memoowt. [IpoBeEHO OTHOMOMEHTHOE KITHHH-
yeckoe obcnenoBanue 806 nereit, cpenuuii Bospact 10,2 = 0,8 ro-
J1a, COOTHOIIICHHE MaJBYMKOB U AeBouek 1 : 1. [Tocne momgmuca-
HUSI TOOPOBOJIBHOTO HH(POPMHPOBAHHOTO COIIACHS BCEM y4acT-
HUKaM TPOBEICHO aHKETHPOBAHUE, AaHTPOIIOMETPHUS C OLEHKON
o «WHO AnthroPlus» u konu4ecTBeHHOE ONpeAeICHUE YPOB-
Hs1 OX u aunuaorpamMMsl. 3a HOpMaabHBIN ypoBeHb OX MpUHITO
3HaueHUe MeHee 4,4 MMOJIb/JT, HOTPaHUYHBIM CUUTAETCS YPOBEHb
4,4-5,1 MMOJB/J1, MOBBIILIEHHBIM — OoJee 5,2 MMoub/11. O6cneno-
BaHHE TPOBOAMIOCH B paMKaX JIEKPETHPOBAHHOTO MPOQHIAKTH-
YeCKOro 0CMOTpPa B POIODKEHIE pean3allii CTPaTernd MHOTO-
LIEHTPOBOTO MccienoBanus «Poccuiickuii yHUBepcaIbHBINA CKPH-
HUHT 00IIIEro XoJNecTepuHa y JAeTei eBporeiickoii yactu Poccuu
(PYCHY)» na 6a3e TIOMEHCKOTrO TOCyAapCTBEHHOTO MEIMIIUH-
CKOTO YHMBEPCHUTETA.

Pesynomamui. Y 9% neteit ObUT0 3a(pUKCHPOBAHO TTOBBIIICHNE
ypoBHst OX > 5,2 MMOJIB/J1. DTH JIeTH ObLIH BKJIFOUYCHBI B TPYIIIIBI
pucka mmo pannemy paszsutuio CC3 1 HanmpaBieHBI B PETHOHATb-
HBIN CIIeNUATU3UPOBAHHBIN «JleTCKUii TNMUAHBIN IIeHTp». BoisiB-
JIeHO, 4TO 33% ILIKOJILHUKOB UMEIOT MOTrPaHUYHBIN ypoBeHb OX
(4,4-5,1 MmMonb/1T), 3Ta TPyNIA JeTel TaKKe HAXOAUTCS TOJ Ha-
OJIONIEHHEM CIICNUATNCTOB. B Xo/e aHam3a ycTaHOBICHO, UTO TH-
MepX0JIECTEPUHEMUSI BBISBISLIACH Y IETEH HE3aBHCUMO OT OLICH-
K1 u3HMUecKoro pa3BUTHS: OOJBIIEE YHCIIO ACTEH C BBISIBICHHOM
runepxonecrepuHeMueii (23,2%) UMesn 0)KUPEHNE WITH U30BITOK
Macchl Tella, HO HapyIICHHsI JTUMUIHOTO 0OMeHa HaOII01aIuch B
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TOM 4YHMCIIe ¥ Y JIeTei ¢ HopMalbHOI Maccoii Tena (9,1% nereit)
n naxe ¢ e€ nedumurom (7%). Cpenu ocoOeHHOCTEH ceMeitHo-
ro aHaMHe3a JeTell C yCTaHOBJIEHHBIMU JUCINIUAEMUSIMH 3Ha-
YUTEJILHO Yalle BCTPEYAIUCh YKa3aHUs Ha MHPAPKT MUOKApHa y
POZICTBEHHUKOB BO 2-M IIOKOJIEHUU II0 CPAaBHEHUIO C IETbMU 0€3
HapyIEHUI YPOBHEH JTUITUIOB.

Bui6o0wi. IIpoBeneHue nepBoro B peruoHe YHUBEPCAJIbHOTO
CKPUHMHIA NO3BOJIMJIO YCTAHOBUTH YAaCTOTY BBISBJICHUS THUIIEpP-
xonectepuHemun y neteit 10 net — 8,9%. [lanbHeiimee obcie-
JIOBaHUE AeTel HarpaBieHo Ha AudQepeHnnanbHy0 AMarHoCTU-
Ky IEpBUYHOIO U BTOPUYHOIO I'eHe3a JUCIMINIEMUU. BhlsaBie-
HUE LEeJIEBOU TPYIIIbI U1l KOPPEKLIUHU TUCIUITUIEMUHN aKTyalbHO
JUTSL CBOEBPEMEHHOTO Havasia KOMIUIEKCHBIX POQHIAKTHYECKHX
MEPOTIPHUSATHH TI0 MPEOTBPAILCHUIO PAHHETO Pa3BUTHsI OOJIC3HEH
KPOBOOOPAILIEHUS B MOJIOAOM BO3PACTE.
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OTUONONMMYECKUE ®AKTOPbLI, ONMPEOENAIOLWUNE
®OPMUPOBAHUE PA3NNYHBLIX TUIMOB
3AOEPXKN BHYTPUYTPOBHOIO PA3BUTUA

Buyypuna .M., MacaeBa P.M., XocpoeBa A.A.

HayuHble pykoBoauTenu: 4OKTOP Men. HaykK
IH. YymakoBa, kaHa. mea. Hayk E.B. bem

OrbOY BO «CaHkT-INeTepbyprckuii rocyaapCTBEHHbIN
neavaTpuyecknii MeguuUnHCKUN yHueepceuTteT» MuH3gpasa
Poccun, Cankt-lNetepbypr, Poccus

Knouesbie crioga: HOBOPOXOEHHbIE Oemu,; 8HympuympobHoe
pazsumue; hakmopbl pucka

Axmyanvrnocms. OTHUM U3 PacIpOCTPaHEHHBIX (AKTOPOB IO-
CJIe HEIOHOLICHHOCTH SIBISIETCS 33/IepyKKa BHY TPHYTPOOHOTO pa3-
ButHs (3BYP). DroT nporecc HauMHaETCs 33/10J1T0 10 POXKACHUS,
[I03TOMY aHaJIM3 IPUYHUH HEJAOCTATOYHOTO MUTAHUS TJI0/1a IMEET
KIMHUYECKOE 3HAYCHHE JUISl CHIDKEHHS YaCTOThI HAPYIIEHUI pa3-
BUTHS IIJI0/Ia U HOBOPOXKIEHHOTO.

Llenv: onpenenuTsh 3HAYMMBIE 3THOIOTHYECKUE (HAKTOPHI B
(dopmupoBanuu pa3nudHbix TunoB 3BYP mona g npoeneHus
MepCOHU(HUINPOBAHHOTO HAOIIOJCHUS B aHTEHATAIBHOM M TIOCT-
HaTaJbHOM MEpUOIaX.

Mamepuanvt u memoowi. Iposenén ananus 1000 uctopuii pas-
BUTHUSI HOBOPOXKAEHHBIX M POJIOB B IIEPUHATAIBHOM LIEHTPE TPETh-
ero yposHs. [Ipu ananu3ze ucTOpuil poIOB ObUIH BBISBICHBI MaTe-
PHMHCKHE U IUTaneHTapHble pakTopsl pucka (OP), Biustonye Ha
nuraHue wiofa. [IposeneHa oueHka pU3NUECKOro pa3BUTHS HOBO-
POKAEHHBIX HA OCHOBE aHTPOIIOMETPUYECKHUX JAHHBIX P POXKIE-
HUH U KIIMHAYECKOM KapTHHBI B TIEPUOJ afganTanuu. B pesynsrare
ObLa BhIZIeTeHa rpynna aeteid ¢ 3BYP miona. [TonyueHnsie naH-
HbIC 00pabOTaHbI CTATHCTHYECKH C TIOMOIIBIO ITporpaMmbl Excel.

Pesynomamut. Yacrora 3BYP mnona cocrasuna 18,7% ciy-
yae. Ctpykrypa 3BYP no MKB X npezcrasiena cienyommm
obpazom: P05.0 (ManoBecHsIi Juist recTaiioHHOro Bozpacta (I'B)
wion) — 57,2% ciyqaes, P05.1 (masblii pasmep miona aist ['B) —
27,3%, P05.2 (HemocTaTouHOCTh MUTaHMs IUIoAa Oe3 yKa3aHus Ha
MaJloBeCHe WM Majblii pasmep mist ['B) — 15,5% ciryqaes. Pac-
npe/ieieHUue HapyIeHnH (pU3n4ecKoro pa3BUTHs y JOHOIICHHBIX
JieTeil B 3aBUCUMOCTH OT CTEIEHH 3PEJIOCTU: PAaHHUE JAOHOLICH-
Hble — 23%, UCTUHHO JOHOIIEHHBIE — 54,5%, mo3aHue T0HO-
menHsle — 22,5% ciyuaeB. Yacrora marepunckux ®@P cocra-
Buia 82,9%, cpean KOTOPBIX YacTO BCTPEYAIHCh I'eCTAl[MOHHbIN
caxapublii quadet (I'C) — 19% n nepenecéHHble HHPEKINOH-
Hble 3a00sieBaHus Mo4yeBbIBOsAINX yTer (MBIT) — 17,2% city-

yaeB. Yacrora mranentapasix OP cocrasuna 18,3%, npeodnania-
IOIIMM Ccpeny HUX OblIa qucdyHKIMs mianeHTsl — 16,6% coiy-
yaeB. Yacrora miofoseix OP cocrasuia 8,5%, npu aToM cpeau
HUX ObUIM PAacIpOCTPaHEHb! BPOXKAEHHBIC IOPOKH PA3BUTUSL —
4,91% cityuaes.

3axniouenue. Cpeny HOBOPOXKIEHHBIX C 33J€PIKKON BHYTPHU-
yTpoOHOTro passutus (3BYP) npeobianaroT aeTu ¢ HU3KOi Maccoit
Tena, 4T0 00yCIIOBIEHO BEICOKOH YacTOTOH ANCQYHKIMH ILIAIIEH-
THI BO BpeMsI OepeMeHHOCTH. Biusnue Ha pa3Butue quchyHKUNH
IUIALIEHThHI MOTYT OKa3bIBaTh OOHAPY)KEHHbIE HAMH MAaTEPUHCKHE
OP, takue xak I'C/l u MBII. CBoeBpeMeHHas JUarHOCTHKA U Jie-
YeHHe 9THX (POPM MaTONOTUH O3BOJSAT 3HAYUTEIEHO YMEHBIIUTD
PHCK 3aJIep>KKH BHYTPHYTPOOHOTO Pa3BUTHS Y JETEH.
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NEPUOOUYECKAA BONE3Hb:
TPYOHOCTU ANATHOCTUKA

Borayesa C.M., UHo3emueBa [1.A.

Hay4HbI pykoBoauUTeNb: AOKTOP Mef. HaykK
A.B. Bypnyukas

®IrbOY BO «KybaHckuii rocyfapCTBEHHbIN MEANLMHCKAIN
yHuBepcuteT» Munsgpasa Poccun, KpacHogap, Poccus

Knroyesbie criosa: KnuHUYeckul cryqad; nuxopadka;
aymoeocnarneHue; Mymauusi

Axmyanvnocms. CemeliHasi CpeAN3eMHOMOPCKas TUXOpal-
ka (CCJI) — ayToBocnanuTenbHOE TeHETUYECKH 00YCIIOBICHHOE
ayTOCOMHO-PEIeCCHBHOE 3a00JIeBaHNe, BEI3BAHHOE MyTaIHeil re-
Ha MEFV. 3aboneBaHue XapakTepu3yeTcsl IMXOPAIKOH, peruin-
BUPYIOIIUM CEPO3UTOM, AMHJIOUI030M, CYCTaBHBIM CHHIPOMOM,
renaToCcIICHOMeranuei, 6onbio B )KUBOTE U B TPYIHOHN KIETKE,
KOXXHBIMH TIPOSIBIICHUSIMH.

Onucanue kiunuuecko2o cayuas. JleBouka, 17 jet, moctymmia
B KapIMOPEBMATOJIOTHUECKOE OTETICHUE IETCKON KPaeBOH 0OJIb-
HUIIBI C J)KaJI00aMH Ha apTpaJTuH, 00N B )KUBOTE, TIEPUOANYECKH
KUIKUN cTyn1. V3 aHamHe3a 3a00eBaHNs BBISBICHO: BIIEPBLIC B
Mmae 2021 r. OblT AMArHOCTUPOBAH I'€MOPPArHUeCKUl BaCKYIIUT,
cMmemanHas popMa (KOXKHO-CYCTaBHO-a0Z0MHHaIbHAas (hopMa),
nojy4aja relapuH, BblucaHa ¢ yiydmenueM. Jlo anpens 2022 .
OBLIO HECKOJIBKO PEIUANBOB KOKHOTO CHHAPOMA B BHJIE TeMOppa-
ruyeckoi ceini. B Mae 2022 1. BHOBb 00MITbHASI TeMOpparuiecKast
CBIIb, N3MEHEHHE [BETAa MOYH, KPOBb B cTyie. [Ipu obOcnenosa-
HHUM OBbLJT yCTAHOBJICH IMarHo3: [ eMopparndeckuii BaCKyJIHT, CMe-
maHHas Gpopma, cpeaHeH TsKecTH, akTuBHas das3a, BOIHOOOpas-
Hoe TedeHne. Kammmisporokcndeckuit He(hpuT, aKTHBHAS CTaJIHS.
XBII cragus C1. 3agepxka pocTa cMeIIaHHOTO reHes3a. [umep-
Tpuxo3. [y Tepanuu HazHaueHb! nuKIopocdan, metunpen. Oc-
MOTPEHa YHIOKPHHOIOTOM — PEKOMEHI0BaHA KOHCYIBTAIHS Te-
HETHKa. bbLI0 MpoBeaeHO reHeTHYecKoe 00CIe0BaHNE TTAIEHTa
— oOHapy»xeH naroreHHslii Bapuant ¢.2080AG (p.Met694 Val/p.
M694V) B rerepo3nroTHoM cocTostHuU. Ha OCHOBaHMM JaHHBIX
MOJIEKYJSIPHO-TeHETHIECKOTO 00CIIEIOBAHUS M KIIMHUYECKOH Kap-
THHBI OBUT YCTAHOBJIEH quarHo3: [leprogmdeckas 601e3Hb BCIe-
ctBue MyTaluu reia MEFV (reTepo3urotTHblil reHoTur p. M694V)
C PEUUIMBUPYIOIIMM OOJIEBBIM a0JIOMUHAIILHBIM, TOPAKAIbHBIM,
CYCTaBHBIM, KO>KHBIM, IOUYEUHBIM CHHJPOMAMU C ayTOCOMHO-PE-
LIECCUBHBIM THUIIOM HaclienoBanus. Hedpomnarus ¢ remarypuei,
MIPOTEHHYpHeEHl, ¢ coXpaHeHHeM (QyHKIIH IToYeK. bputn HazHaue-
HBI TIPETHU30JIOH M KONXuIiH. B 2023 1. mpu miaHoBoM o0cie/10-
BaHUH U OCMOTPE PEBMATOJIOIOM y peOEHKa BBISBIEHO OCJIOKHE-
HME OCHOBHOTO 3a00J1€BaHMs — aMHUJIOMI03 OUEK, KOIXUIUH-Pe-
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3HCTCHTHBIH BAPUAHT, YTO B CBOKO 0YEPE/Ib SBJISCTCS OCHOBAHUEM
JUISL HA3HAYCHHSI TeHHO-WH)KCHEPHOM OMOIOTHYECKON Teparuu.
MHunuupoBaHo Jie4eHUe KaHAKMHYMaboM, C XOpOIIeH MepeHo-
CUMOCTBI0. PeO&HOK ObLT BRITMCAH IS JaabHEUIIICro HaOmoae-
HUS 110 MECTY JKUTEJIbCTBA.

3akniouenue. JlaHHBIA KIMHAYECKUN TIPUMEpP JEMOHCTPH-
pyet 3¢GEKTUBHOCTD MPUMEHEHNSI KaHAKHHYyMa0a y JeTeit ¢ Ts-
JKEITBIM TEUCHUEM NIEPUOMYECKOM O0JIC3HH, PE3UCTEHTHBIM K Te-
paruu KOJIXUIUHOM.

POJlb FrEHOB | ®A3bl AETOKCUKALIUA
N HEOOCTATOYHOCTU BUTAMUHA D B
PEANU3ALIUU MULLEBOW ANNEPIUN Y OETEN

Bonuosa O.A.

HayuHbI pykoBOoguTEnb:
npodeccop H.I. NpuxogyeHko

®IrB0Y BO «TuxookeaHCKWI rocyaapCTBEHHbIV MEAULIMHCKUIA
yHuBepcuteT» Munsgpasa Poccun, BnagusocTok, Poccus

Knouesnie criosa: demu; nonumopghusm eeHa CYP3A4;
| gpasa cucmembl demokcukayuu;, memabonusm eaumamuHa D;
nuuwesasi annepausi

Axmyanvrocmo. Lluroxpom 450-3aBUCHMBIE MOHOOKCH/1a3bI
IIUPOKO U3BECTHBI B OCYILIECTBICHNH peakiuii 1-i aspl neToxcu-
kauu, nopcemeiictBo CYP3A4 akTHBHO y4acTByeT B METa0ONIN3-
Mme ButamuHa D. TTocne OTKpBITHS ero IIeHOTPOITHOTO BIHSHUS
Ha UMMYHHYIO CHCTEMY H3y4aeTcs poJib BUTaMuHa D B pazBUTHH
anneprudyeckux Oomnesneit. AktuBHocTh hepmerToB CYP450 re-
HETUYECKH JIETCPMUHUPOBaHA, onumMopusm rena CYP3A44 uz-
MeHseT 3G GEeKTUBHOCTh TPAHCKPUIIIUK I'eHa U OOIIyI0 aKTHB-
Hocts CYP3A4.

L]enw: onpenenuTb B3aUMOCBSA3H MEX/1y HOCUTEIILCTBOM I10-
numopusma CYP3A4*1B(-3924>G) rena CYP3A44, merabonus-
MOM BHUTaMuHA D ¥ pa3BUTHEM MHIIEBON aJNIEPTUH Y ACTEH.

Mamepuanvt u memoos:. [IpoBeieHO OHOMOMEHTHOE HC-
cienoBanue 20 neTeil ¢ ayuieprueit Kk 6eiaKaMm KOpOBbEro MOJIO-
xa (ABKM) B Bo3pacrte ot 1 10 12 mec (1-1 rpynmna) u 20 ycios-
HO 3JIOPOBBIX JIETEH, COMOCTABUMBIX I10 IOy ¥ BO3PACTy (KOH-
TpPOJbHAsS rpyIma). Y BceX JeTel B CBIBOPOTKE KPOBHU ONPEIEIISUTH
putamuH D3 (25(OH)D) meronom ELISA. TTonumopdu3mel reHa
CYP3A44*1B nzy4anu metonom [TLIP.

Pesynomamul. Bee aeti npuHAMaIy NpoQUIaKTHIECKYO J10-
3y Butamua D (1000 ME) coracHo HanronasnbHoi nporpaMme.
Hamre nccnenoBanue nokasaio, yro y nanueHtoB ¢ ABKM ypo-
BeHb 25(OH)D cocraBun 23,85 ur/ma (Me = 23,85 ur/mi, Q11—
Q3: 21,4-26,6 Hr/MIT), 9YTO COOTBETCTBYET HEOCTATOUHOCTH BH-
tamuHa D. Y neteil KOHTpOIbHOM rpynmbl ypoBeHb BUTaMHHA D
cocrasui 30,9 ur/min (Me = 30,9 ur/mn, Q1-Q3: 23,7-34 ur/mn),
4ro B 1,3 pasa NpeBbIIIago NOKa3aTeI OCHOBHON I'PYIIIbL U CO-
OTBETCTBOBAJIO HOPMAJIbHOMY YpOBHIO BuTamuHa D (p < 0,05).
IIpu cpaBHEHUU pacTpene]eHHs TeHOTHIIOB MOJTUMOP(HU3MOB
CYP3A4*1B (-392A>G) BBISIBICHO YBEIMYCHUE YaCTOTHI BCTPE-
YaeMOCTH TaTonornyeckoro amieist G y nmauneHToB 1-if rpynmsl
6omnee uem B 4 pasa (y* [Tupcona = 4,375; p = 0,037). Ilpu ananu-
3€ 4acTOT FeHOTUIIOB U ajuleniell y nereil 1-if rpynmsl ycraHoBie-
HOo, 9T0 80% nereit ¢ ABKM sBIIstiiich HOCUTEISIMHU ITATOJIOTAYe-
ckoro aiutens G, B KOHTPOJIBHOM TPyIIe aToJOTHUSCKHH ajlieib
6bU1 BIsIBIICH LI Y 20% neteit. Kputepwii o2 ¢ monpaskoii Her-
ca coctaBuia 12,1 (p <0,001). JIns aHamm3a B3aMMOCBSI3H MEXKTY
COACPKaHUEM BUTAMHUHA D ¥ HOCUTENLCTBOM ITaTOJIOTUMYECKOTO

amens G rena CYP3A44 0w onpenenéd ko3hGUIUeHT Koppersi-
iy CrimpMeHa, YCTaHOBJIEHA CHIIbHAS, TIPsIMast CBS3b MEXKIY HC-
cneayembiMu nipusHakamu (7 = 0,68; p < 0,05).

3aknouenue. Pa3BuTHe NUILEBOH aJUIepruu y AeTel accouu-
MpOBAJIOCH C HapylleHHeM MeTaboin3Ma BUTaMuHa D U HOCH-
TEJIBCTBOM MATOJIOrHYecKoro aiiens G, B pe3ysbrare KOTOpOro
cHmXkaercs obmias akTuBHOCTE CYP3A44. D10 MOXKET OKa3bIBaTh
BIIMSTHHE Ha MeTaboIn3M BUTaMKuHa D U Ha HapylIeHue mporec-
coB 1 (a3bl IEeTOKCHKAIIMH KCEHOOMOTHKOB.

OWHAMUKA NOKA3ATENEN
TPOMBOJJIACTOMETPUN Y HOBOPOXOEHHbIX,
PEANN3OBABLLUNX KPOBOTEYEHUE B MNEPBbLIE
72 YACA XXNU3HU

Bonabipesa A.M.2

Hay4yHble pykoBoAMTENM: IN.A. Mopo3zoB',
noueHT O.A. Kpor-MeHceH'?,
npocpeccop O.H. Oerrapes’?

'®IBY «HaumoHanbHbIN MeAULIMHCKUIA UccrneaoBaTenbCKUn
LIEHTpP aKyLlepcTBa, MHEKOMNOMMM U NEPUHATONOMMU UMEHN
akagemuka B.W. Kynakosa», Mocksa, Poccus;

20IAOY BO «[epBblii MOCKOBCKMIA rocyaapCTBEHHbIN
MeauLMHCKUA yHuBepcuTteT umeHn N.M. CeueHoBa»
MwuH3gpasa Poccum (CeuveHoBckuii yHuBepeuTeT), MockBa,
Poccus

Kntouessle croga: eeMocmas Ho80POXOEHHbIX;
2emoppazuqeckuli cuHOpom; mpomboaniacmomempust

Axmyanvrnocme. CTaHIapTHBIE TECTbI, HCIIOIb3YIOLINECS IS
JMAarHOCTUKY HapyIICHUH CBEPTHIBAIOILEH CUCTEMbI y HOBOPOJXK-
JIEHHBIX, HE OTPaxaloT (DYHKIMOHAIBHOE COCTOSIHUE reMocTas3a
in vivo. IlepCeKTUBHBIM SBIISETCS METOJ POTALIMOHHON TPOM-
6osnacromerpur (ROTEM), m03BONSIONINI OLIEHUTH THHAMUKY
CTyCTKa Ha BCEX ITAIax ero pa3BUTHSL.

L]ens: onpenenuts B3auMocBsi3u nokaszareneir ROTEM y Ho-
BOPOXK/IEHHBIX, PEAIM30BABIINX KPOBOTEUEHUs Pa3IMYHON JI0Ka-
JIM3alUHY, ¢ TeCTalMOHHBIM Bo3pacToM (I'B), mokazarensimu Kiu-
HUYECKOTO aHau3a KpoBH, ypoBHeM C-peaxkruBHoro Oenka (CPB)
Y CPaBHUTH UX €O 3HaUeHUsIMH Koarymorpammsr (KI').

Mamepuanvr u memoowi. B mpocrieKTUBHOE KOTOPTHOE Ha-
OmrogaTenbHOE UCCIIEAOBAHUE BKIIOYECHBI 39 HOBOPOXKIEHHBIX
paznuunoro I'B, moctynusmux 8 OPUT 3a nepuoz ¢ 02.2022 no
08.2023 rr. 1 peany30BaBIIUX KPOBOTEUECHUE B IEPBLIE 3 CYTOK
JKU3HH. B MOMEHT BBISIBIICHUS FeMOPPArHyeCcKOro CHHIPOMA BbI-
TIOJTHSUICS] PYTHHHBIH KOMITIEKC 00CIIeI0BaHMS ISl HCKITFOUEHHS
cencuca: KIMHAYECKUI aHau3 KpoBH, onpeaenenue yposus CPb.
Taxoke mpoBonuncs kKoHTpoas KI' 1 ROTEM c onenkoii BHYTpeH-
Hero (INTEM), Buemnero (EXTEM) myTeii cBepThiBanus U QyHK-
LIMOHAIbHOU akTHBHOCTH (pubpunorena (FIBTEM).

Pesynomamer. Hamu Ob1a 00HapyskeHa npsiMasi KOppeIsius
cpenHeit cuutel ['B ¢ mokazaresieM MakCHMaJIbHOTO JIM3HCA CTYCT-
ka (ML) B tecte INTEM (p = 0,009), oTpaxkaroiieM akTHBHOCTb
(ubpunonuza. C Bo3pacranuem ['B yBennunBazach akTHBHOCTb
¢ubpunonuza. [Ipu ananuse nokaszareneit EXTEM 0Obla ycTaHOB-
JIeHa [IpsAMast CBsA3b CPeIHEN CUIIBI YUCiIa TPOMOOLIUTOB C MaKCU-
MalibHO# totHoCThIO crycTka (MCF) (p = 0,001) a Takxke obpar-
Hasl cBsi3b o BpeMeHeM (opmuposanus cryctka (CFT) (p <0,001).
AHanornyHele MOKa3aTesy ObUTH MOMYYeHBI [IPU aHalh3e TeCcTa
INTEM, 4TO CBUETENBCTBYET O BKIAAEC TPOMOOIMTOB B (Op-
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MUpoBaHue cryctka. OOHapykeHa npsiMasi KOpPessLus CpeaHe
CHJIBI YHCIIa JICHKOIMTOB ¢ BpeMeHeM cBeprhiBanust (CT) B Tecte
EXTEM (p = 0,005) u yposueit CPb ¢ CT (p = 0,044) B INTEM,
YTO MOXKET YKa3bIBaTb Ha TCHACHIUIO K I'MIIOKOArYJISIIIUU 10 MEPE
BO3pacTaHUs BOCHAIUTENbHON peakiy. Taxoke Oblia BbIBICHA
yMEepeHHas psMast KOppeJsILus YUCIa S3PUTPOLIUTOB U CTEIIEHU
BeipakeHHOCTH ML 1o manuemm INTEM (p = 0,005) u EXTEM
(»p =0,016). Y 32/39 nereii no nanubiv KI' Hab1r01271aCh THITOKO-
arynsiust, u3 Hux 5 aereit mo ganueiM ROTEM nmenn Hopmokoa-
ryasiuuio (IpU CpaBHEHUH ¢ pedepeHCHBIMU MTOKA3aTENIMU), YTO
B 4 cily4asx IO3BOJIMIO U30€XaTh NI€PEIUBAHUS [IA3MBbI.
3axmouenue. Meron ROTEM y HOBOpOXIEHHBIX JeTel uMe-
€T 3HaYMMBble IperMyIecTsa. [lomydeHHble HaMu KOppeIsius Oy-
JIyT HCTIOJIB30BaHbI IPH MTPOBEACHUN CTPATH(HUINPOBAHHOTO HC-
CJIEIOBAHMS 110 ONIPEAEICHHIO PeEePEHCHBIX 3HAUYCHUH.
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XMNOKOCTb OJ1A PO3XXUIA KAK YITPO3A
ONA XXU3HU PEBEHKA

BopbiueBa A.P., N'ypuHa A.1.
Hay4HbIn pykoBoguTtenb: goueHT P.A. lN'yakoB

Orb0Y BO «PsazaHckuii rocyaapCTBEHHbBIN MEANLMHCKAI
yHUBepcuUTeT uMeHn akagemuka W.11. Nasnosa» MuHsgpasa
Poccuu, PasaHb, Poccus

Knouesbie criosa: KnuHu4eckul criyydad; demu; XUOKOCMb
0ns1 posxuza;, ompasrneHue

Axmyanvrocmo. YTIEBOIOPOIBI SIBISIIOTCSI HEPEIKON PUIH-
HOW OTpaBlIeHUs JeTel B BO3pacTe 10 5 JIEeT, KOTOpoe, Kak mpa-
BUJIO, UMEET OJIaronpusTHuIM nporHos. Ha Tsoxénble Gpopmbl OT-
paBniennii npuxoaurcs menee 10% ciryyaeB, 4acToTa JE€TaIbHBIX
ucxonoB cocrasisieT ot 0,3 no 4,3%. Kimmandeckas kapTuHa OT-
paBJIEHUs KHUIKUMHU YIJIEBOJOPOAAMH CKJIA/IBIBACTCS U3 PECIIH-
paToOpHO, HEBPOJIOTHUECKON 1 a0JOMHUHATIBHON CHMIITOMATHKH.
OCHOBHYIO OIIACHOCTb IPEACTABISAET PA3BUTHE ACHMPALUOHHO-
IO THEBMOHMUTA.

Onucanue knunuueckozo cayuas. Pe6&Hok, 2 roga, nocry-
AT ¢ JKato0aMu Ha HaBSI3UMBBIH Kalllesb, yepes3 2 4 Mociie mpo-
IIaThIBAHMA KUJKOCTH Ui po3xura. [Ipu mocrynieHuu B Kiu-
HUKY OTMeYaJICs CyXOH KallleJb U IIPOBOJIHbIE XPUIIBI B JIETKUX,
peO&nok ObUT B co3HaHUM. Uepes 3 4 OT NOCTYIUICHHS yXy/le-
HUE B COCTOSIHUU 3a CUET COINOpa, AbIXaTelbHONH HEJJOCTATOUHO-
ctu (JAH), pebpunpHOil muxopanku. PeHTreHOBCKOE 00Cie0Ba-
HUe JETKUX BBISIBHIIO JIByCTOPOHHIOIO MHOMIbTpanuio. [locie
KpPaTKOBPEMEHHOMN CTa0MIIN3aluU COCTOSHUS Ha (POHE aHTHOAaK-
TepHaIbHOM, MHPY3MOHHOW U KHCIOPOAOTEPAITUH, C 8-TO JHS OT
MOCTYIUICHHUS OTpULIaTC/IbHAsA JUHAMUKA 3a Ccuér JIMXOpaJKHu, HE-
crabuibHOI remoaunamuky, J{H. Pe6éHok nepeBenéH Ha McKyc-
cTBeHHY10 BeHTwstnuio nérkux (MBJI). Ha 19-it nens Ha peHT-
TeHOTpaMMe BBISIBJICHBI IBYCTOPOHHHE J1€CTPYKTUBHBIC U3MEHE-
HUS B HIKHMX OT/eNax JErkux. B ananuse KpoBH BbIpaKEHHBIC
IIPU3HAKHU BOCIAJICHHS, OBBIIIEHHE O0CTpoda3HbIX OenkoB. Ye-
pe3 24 1Hs KIMHUKa THEBMOTOpaKca crpasa. [Ipu komnbroTep-
Ho#t tomorpaduu (KT) rpynHoil ki1eTky BbISBICHBI MHOXECTBEH-
HbIE [I0JIOCTH C YPOBHEM KUJIKOCTH. B nmocnenyromue 3 nHs Ha-
pacTaHue MPU3HAKOB MOJUOPTaHHON HET0CTaTOYHOCTH, CHHAPOM
JIMCCEMUHUPOBAHHOTO BHYTpUCOCYIUCTOrO cBepThiBanus (JIBC)
U TIpU HAapacTalolleM YTHETEeHUU CepJeUHON AesITEeIbHOCTH Ha
28-i1 nenp rocnuranuzanuy pedénok norud. IIpu naronoroana-
TOMHUYECKOM UCCIIE0BAaHUU IBYCTOPOHHSISI CyOTOTaIbHASI ACIU-
PAllMOHHO-TOKCHYECKasi THEBMOHHUS C MHO)KECTBEHHBIMH OYa-

TaMU THOITHO-HEKPOTHYECKOH NeCTPYyKIHHU JETKNX, HHOPUHO3-
HO-THOWHBIN MJIEBPUT.

3axnmoyenue. Acnvpanys 5KUIAKOCTH JUIS PO3KUIa U II0Naza-
HUE €€ B JETKUE MOKET IIPUBOJUTD K TKEIBIM A€CTPYKTUBHBIM
U3MEHEHUsIM B napeHxume. Oka3aHue IOMOLIU JIETSAM C OTpaBlle-
HHUEM JKHJIKUMH YIIEBOJOPOJAMH HE JTOKHO BKIKOYATh IIPOMBIBA-
HUE >KeJIy/IKa UL IPEAOTBPAIlEeHNs] BOSHUKHOBEHHS aCIIUPALIUH.
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TAXU-MHOAYUMPOBAHHAA KAPOUOMUOIATUA
Y OEBOYKU C NUMOMOW NEPUKAPOA

BypbikuHa 10.C., XXaposa O.IN.

HayuHbI# pykoBoguUTeEnb:
npodeccop E.H. BacaprunHa

OrAY «HaumoHanbHbIN MEAULIMHCKUIA NCCeqoBaTENbCKU
LleHTp 340poBba aeten» Munasgpasa Poccun, Mocksa,
Poccus

Krirouesbie crioga: KnuHuYeckul criyyal; nurioma nepukapoa;
npedcepOHasi maxukapousi; apummusi; KapOuomuonamusi

Axmyanvrocmy. JIumoma reprkap/ia — OIMyXoJb 3 HHKAIICY-
JIMPOBAHHBIX )KUPOBBIX KIETOK, MOXKET JIOJITO IIPOTEKaTh OECCHM-
HTOMHO, OJTHAKO 10 Mepe €€ pocTa MOSBISIOTCS Pa3IHMYHbIE CHM-
ITOMBI HapylIeHUs KpoBooOpaleHus. PemonenupoBanue MHO-
Kapya [0 AWIaTalMoOHHOMY (DeHOTUIYy MOXKET UMETh NEPBUYHBIN
XapakTep, a TAK)Ke pa3BUBAThCs Ha (OHE PA3IUIHBIX (OPM MaTo-
JOTUH (apPUTMUHA, MHOKapIuTa, HIIEMHIH, IIOPOKOB cepana). s
YTOYHEHHS TeHe3a KapIHOMHUOIIaTHH 1 aJeKBAaTHOTO JICYECHHUS Tpe-
Oyercst TIIATeNIbHBIN TUArHOCTUYECKUI TTOHCK.

Onucanue knuHuyeckoeo ciyyas. Jleouka, 12 nert, odcneno-
BaHa 110 MECTY JKUTEJIbCTBA C kKaJ00aMU Ha €l1a0b0CThb, EXKEIHEB-
HYIO PBOTY, OOJIM B JKUBOTE, UyBCTBO CEPILEOMEHHUs, IIPH OCMO-
Tpe OTMEUYAINCh OTEKH BEK W TOJICHEH, OJIbIIIKA B MTOKOE, rema-
toMeranus, Taxukapaus 10 180 yu/mun. [Tpu sxokapanorpaduu
(Ox0KT') BBISBIICHBI pe3Kasi TUIaTaIKs TTOJIOCTEH cepiia co CHU-
JKEHHEM COKPaTUTEIbHOW CIOCOOHOCTH ¢ (ppakumel BeiOpoca
(®B) no 15%. Hayara Tepanust XpOHUYECKOH CepJIeyHON Hesl0-
crarounoctu (XCH) Ge3 3Haunmoro 3¢ dexra, B CBSI3U C 4eM Jie-
BOYKa ObLIa IepeBe/ieHa B Kapauoiornieckoe otaeneHne GIAY
«HMMULI 310poBks aereity Munsapasa Poccun. [pu obcnenosa-
HUM YCTAHOBJIEHO TOBBIIICHUE KOHICHTPAMN HATpUHypeTHye-
ckoro nentuga (NTproBNP) B kpoBu no 2300 nr/mi, npu smek-
tpokapauorpaduu (OKI') BbIsABIEHA SKTONMYECKAs HUKHEIPE]-
cepanas Taxukapaus 10 160—180 yu/mun, npu OxoKI BEIIBICHO
THIIEPIXOTeHHOE 00pa3oBaHMe Mepukapaa 10 16 MM, i onpe-
JIeTIeHUs] XapaKkTepa KOTOPOTro BBHIMOTHEHA MarHUTHO-PE30HAHC-
Hast Tomorpadust (MPT) cepana, npu KOTOPO#t orpe/eeHa JIUIo-
Ma HMKHEH TIOBEPXHOCTH cepAua pasmMepamu 92 x 38 x 42 mm ¢
HCTOHYEHHEM HNPUIISIKALIUX OTAEIOB MUOKapa 000X KeITya0u-
KOB 110 1-2 MM 0e3 pU3HAKOB 3JI0KaY€CTBEHHOr0 pocTa. boib-
HOH OBUT HA3HAYEH aHTHAPUTMHUK aMHOJapOH, HadaTa npoduiiaK-
THKa TpoMOO0Opa30BaHUs, CKOPPEKTHPOBAHA METMKAMEHTO3HAS
tepanus XCH, Ha QoHe yero oTMeueHa yMepeHHas MOJI0KUTEIb-
Has IMHAMUKa KIMHUYECKHU B BUJIE KynuposaHus seiaeHuii XCH,
OJIHAaKO coxpaHsiack Taxukapaus 10 130 yn/muH. JleBouka Oblia
nepesenena B8 HMUIL CCX um. A H. bakynea, rie Ob10 IpoBe-
JICHO DTAITHOE XUPYPTHUYECKOE JICYCHUE B 00bEME YaCTHIHON pe-
3eKIIMU HOBOOOpa30BaHMs U a0JSIIIUK 0YaroB apUTMHH, Ha (poHe
Yero yaajaoch JOOUThCs KyNUPOBaHUS HapyLIEHUH puTMa cepaua.

3axnouenue. TlepBUYHBIC OIYXOIH CEPALIA BCTPEUAIOTCS PEell-
ko ¢ uactoroii 110 0,17%, u3 Hux 18% cocTaBisIIOT JIUITOMBI. 3a-
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OoneBaHue IITHTEIBHO MPOTEKAET OECCHMIITOMHO, IO MEpe PocTa
00pa30BaHUs BO3MOXKHO BOZHUKHOBEHHE apUTMUIL, BBIIIOTA B TIO-
JIOCTh IepHKap/a, SMOOIHNA. Y TOYHEHHE STHOJIOTHH PEMOJICITHPO-
BaHWs MUOKap/Ja Ba)XHO JJIs ONIPEACIICHUSA BCpHOf/’I TAKTHUKU BEAC-
HUS 1 BO MHOTOM OIIpEJIeIIsieT MPOTHO3 3a00J1eBaHHS

AOHO30JIOMMYECKUX NOAXOA K OLIEHKE
COCTOAHUA 300POBbA LLKOJNIbHUKOB

BbiuaHeB A.A.

Hay4HbI pykoBoguTenb:
npodreccop B.A. be3kapaBalHbIn

®IrBOY BO «JlyraHckuii rocyaapCTBEHHBIV MEQULIMHCKUN
yHuBepcuteT umenn Ceatoro Jlykn» MuHsgpasa Poccuu,
JlyraHck, Poccus

Knrouesnie criosa: obydaroujuecs; adanmauyuoHHbIU
rnomeHuyuars; 2apMOHUYHOCMb pa3gumusi

Axmyanvrocms. CtabuiibHBIA poCT 3a00J€BaHUI OTOp-
HO-JIBUTATEJILHOTO allapara y IIKOJIbHUKOB ONpeessieT HeoO-
XOJMMOCTH Pa3padOTKN HOBBIX MOAXOJ0B K COXPaHEHUIO U YKpe-
TUICHHIO 310POBBSI 00YUAIOIIIXCSI.

L]ens: mpoBeCTH JOHO30JIOTUUECKUN KOHTPOJIb COMAaTHYECKO-
I'0 3/10pPOBbS JIETeH B TeUEHHE y4eOHOT0 Iofia, ONPENEIUTh TapMo-
HUYHOCTB pa3BuTHs (I'P) M aKTUBHOCTB PErYISTOPHBIX CHCTEM Op-
raHu3Ma peOeHka.

Mamepuanvt u memoowi. O6cnenoBanbl 130 NIKOJIBHUKOB:
73 (56%) mansunka u 57 (44%) neBouex B Bo3pacTe 7—8 JeT.
OmneHKa aHTPONOMETPUYECKHUX JAHHBIX MPOBOAMIIACH 110 HHJICK-
caM KCTJ'IC, HU3MCHCHUS aKTUBHOCTHU PETYJIATOPHBIX CUCTEM IIPO-
IPaMMHO-AIIaPaTHBIM KOMILIEKCOM «310POBbE-IKCIIPECC), OCAH-
Ka OlLIeHHBAaJIach IIPU OCMOTpE peOEHKa.

Pezynvmamur. Tlpn aHanmmuze BapuadebHOCTU CEPACUHOTO PHT-
Ma OBIIO BBISIBIIEHO, YTO Y MAJIBYMKOB UCTOIIEHHE PErYISITOPHBIX
cucteM Habmonaercst B 27% cily4aeB, COCTOSIHUE HEYOBIETBO-
putenbHoil anantauun (CHA) — B 42%, dyHKIMOHAIBHOE Ha-
npspxenne cucreM (PHC) BorsiBieno B 31% ciyuaes. Cpenu zie-
BOYEK HCTOIIEHHE PErySTOPHBIX CHCTEM ObLIO BBIABICHO B 14%
ciyuaeB, CHA — y 52%, ®HC — y 34%. Y ManpuukoB B BO3-
pacte 7 net BeisiBIeHO Oosbire cimydaeB CHA (48%), a B Bo3-
pacre 8 et — ®HC (40%). YV neBouex B 7 u 8 ner npeodnana-
mu nokaszareny CHA (56 u 50% cooTBETCTBEHHO). Y MajbulKOB
B Bo3pacte 7 yiet ['P Obu10 BhIsiBIIEHO B 42% cityyaeB, AUCrapMo-
auuHoe pazsutue (JI'P) 3a cuér mepunmnra maccel tena (MT) —
B 3%, IAI'P 3a cuét n36sitka MT — B 6% ciy4aeB. Y MaJIb4MKOB
B Bo3pacrte 8§ ner I'P nabmronanocsk B 38% ciryqaes, JII'P 3a cuér
nepuuuta MT — B 3%, AI'P 3a cuér u3dbitka MT — B 15%.
V¥ nesouek 7 ner I'P ormeuaercs y 44%, TP 3a cuér nedunu-
ta 1 u30b1Tka MT — 1o 4%, y neBouek 8 net I'P nabmronaercs y
28%, JAI'P 3a cuér nedpunura MT —y 3%, AI'P 3a cuér u30bITKA
MT — y 14%. Hapymienust ocanku ObUTH BBISIBICHBI Y 32% 00y-
qaromuxcst (y MamsaukoB — 29%, y neBouek — 35%): qamie BbI-
apusiercs y 7-netHux ManpdukoB npu PHC — 16% u npu UMT
4 (T'P ¢ oTcraBaHNeM BO3PACTHBIX HOPMAaTUBOB) — 12%, y 8-1eT-
nux npy ®HC — 15% u npu UMT 4 — 8%. ¥V neBouek 7 jieT Ha-
py1eHus ocanku yauie Berpedatorcs npu ®HC — B 20% u npu
UMT 5 (I'P) — 24%, y 8-neraux npu PHC — 16% u yvaie npu
UMT 4 — 9% cnyuaes.

3axnouenue. Bee o0ydarommue HaXOISATCS B COCTOSHUM Ha-
NpsDKEHUST aAanTallMOHHBIX CHJI PacTyIero opranuisma. bosb-
LIMHCTBO JIETeH UMEEeT FApPMOHUYHOE PA3BUTHE, COOTBETCTBYIOLIEE

BO3pacTy, AUCTAPMOHUYIHOE — YCTAHOBIICHO y JAeTel ¢ H30BITOY-
HOM Maccoil Tena. Hapymenus ocanku BbisiBieHb Y 32% nereil.
BrisiBneHa 3HauMMast KOppesiius MKy HapyLIICHUSIMU OCaHKH
Y MCTOUICHUEM aJalTallMOHHOTO TIOTCHIMAIA.

* %k ok

CUHAOPOM NXKEPBENNA-NAHIE-HUINbCEHA
Y PEGEHKA 8 JNIET

BanuxmeTtoBa [1.B.

HayuHbIn pykoBoauTensb:
npodheccop A.B. [ly6oBas

OrbOY BO «[loHeLkuin rocyqapCTBEHHbIN MEQULMHCKINA
yHuBepcuteT nmeHn M. lNopbkoro» MuHagpasa Poccun,
[oHeuk, Poccus

Knrouesble criosa: knuHu4deckul crydad,; 0emu; CUHOPOM
LDxepeenna—SlaHee—HunbceHa; eHe3arHasi cepoedyHasi
cmepmb,; uHmepean QT

Axmyanvrnocms. Cunnpom xepseiuia—Jlanre—Hunbcena sB-
JIeTCs OTHUM M3 CaMbIX PEIKHUX U B TO K€ BPEeMs TSKEIBIX TH-
moB cuHApoma ynnuHEHHOTO QT-MHTepBana. Hecmotps Ha pen-
KYyI0 BCTPEYaeMOCTb, 3TOT CHHJIPOM SIBJIIETCS OJHOM U3 BEAYIINX
NPUYMH BHE3AITHON CEpIeUHON CMEPTHU Yy AETEH.

Onucanue KiuHuyecko2o cyuas. PeOEHOK MOCTYIHII C kKaJlo-
6aMu MaTepy Ha IIPUCTYIIbI IOTEPU CO3HAHUS, SU30AUUECKH OT-
MeUaJICs CyAOPOXKHBIN CHHIPOM, OTCYTCTBHE CITyXa.

[Ipuctymer peructpupoBanu B Bo3pacte oT 3,5 10 5,5 ner.
Bo Bpems mapokcusma peOEHOK «0OMSKa, JIeXkal ¢ «OCTaHO-
BUBIINMCS B3INIAA0OM», 3aTEM MOABJIAIIMCH MbILIEYHAA APOXKDb UIIU
JpoxxaHue noadopoaka. Heckobko NpUCTYIIOB COIPOBOXIATUCD
KJIOHUKO-TOHUYECKUMU CyA0POraMy, POAOIDKUTEIBHOCTBIO 10 1—
2 muH. [IpucTtymsl npoBOIMPOBATUCEH ICUXO3MOLIMOHAIIBHBIM BO3-
Oy)XIeHMEM, He COMTPOBOKIAIICH HETPON3BOIBHBIM MOYEHCITYCKa-
HHeM, Jedekanuei, TpUKycoM s3bika. HeBpomorom Obl1 yCTaHOB-
JIeH JMarHo3: CUMITOMaTUYECKasl SMUICTICHsL, CPEAHEH YacTOThI
nonuMOp(hHbIE TAPOKCU3MBIL.

C 3-netHero Bo3pacra MaMa CTajla OTMEUaTh CHIDKCHUE CIIy-
xa y pebénka. [locie ocMOTpa CypIooroM BBISIBICHA TYTOY-
xocTbh II-III crenenn. B mapre 2023 1. npu ananuze DKI' oOHa-
pyxena cunycoBasi apurmus (UCC 75-105 yn/mMuH) U yuiuHe-
nue QT no 0,472 c.

Jst yTouHeHus quarHo3a peOEHOK ObLT HAIIpaBIIeH B OT/EIe-
HYe ieTckol kapauonoruu u kapauoxupypruu MHBX um. B.K. I'y-
caka. OOBEKTUBHO: aKTUBHAs, TIO/IBIDKHAS B UTPax ¢ eThMi. Hocur
ciryxoBoit armapar. Ha oOpaiiéHHyro K Hell peupb He pearipyer, HO
JIETKO OTBEYAET JICUCTBUEM, €CIIM BUIUT MAMUHO JIULIO U TOJCKa3Ky
xecrami. JlpIxarenbHast apuT™Mus, B V TOUKE ayCKyJIbTallUu cepla
BBICJTYIIINBACTCSI KOPOTKUIT CUCTONNYECKUIL Iy M.

IIpu cranpaprHoit OKI" peructpupyercs anureabHocts OTc
0,472-0,485 c. Ilpu cyrounom mouutopuposanuu DKI" UYCC B Te-
YeHHUE CYTOK B MpeJienax Bo3pacTHOW HOpMBI. CHHYCOBBIA PUTM.
Cpennuii koppurupoBaHHbIii nHTepBan Q7 3a cyTku cBbiiie 470 Mc
(79% Bpemenn). Cpenuuii kKoppurupoBanubii Q7— 476 Mc, BO
Bpemst cHa — 480 Mc, MaKcUMalIbHbINA KOPpUrupoBaHHbIl QT —
540 Mc. YBenuueHue KOppUrupoBaHHOro unrepsana Q7 npu cTaH-
naptHoit OKI' 1 mpu CyTOYHOM MOHMTOPHUPOBAHUH, MPUCTYIIBI
MIOTEPH CO3HAHUSI, TIPOBOLPYEMBIE SMOIIMOHATEHBIMH BO30YXK-
JieHreM, OBICTpOe BOCCTAHOBJIEHHUE CO3HAHMS, OTCYTCTBUE COHJIU-
BOCTH B HOCJ'lel'Ipl/ICTyl'IH])II\/’l NEPpHUOa, OTCYTCTBHUEC HECTIPOMU3BOJIbHBIX
MOUYEHCIyCKaHUH, nedeKxaluy, IpuKyca sS3blka; HeHpoCeHCOpHast
Tyroyxocts II-III crenenn mo3BoNiAIOT NPEANONIOKUTE TUATHO3:



Poccwuiickuin negnatpudecknn xypHan. 2024; 27(MpunoxeHne 2)

18 https://doi.org/10.46563/1560-9561-2024-27-S2

https://elibrary.ru/ipbzew

V BCEPOCCUNCKM MEOVNATPUYECKMIN ®OPYM CTYAEHTOB M MONOALIX YYEHLIX «BUPTYO3 MEANATPUN»

cunapom JIxepsemna—Jlanre-Hunbcena (cuHaApPOM yUTHHEHHOTO
unTepBana QT, IepBUUHBIN, CHHKOTIANIbHAS (hOpMa, BPOXKICHHAS
Heitpocencopnas Tyroyxocts [I-1I1 crenenn). [Tocie ycranosie-
HUS IMarHo3a B Teparuio ObLI BKIFOYEH MPONPaHOIIoN 1o 15 mr
4 pa3a B nieHb 1oj koHTposieM camouyBcTBust, YCC u AJl, kanus
W MarHus acrapariHar. PEeKOMEH10BaHO MOJIEKYJISIPHO-TeHETHYE-
cKoe o0cnenoBaHne peOEHKa, HCKITIOYEHIE CHHAPOMA YUTHHEHHO-
ro uaTepBana Q7 y MaTepy U cTapIiel CeCTpPHI.

3axnouenue. Jleranbupiii ananuz OKI' ¢ onpenenenuem uH-
tepBasia QT u koppurupoBaHaoro Q7, TIATENILHO COOPaHHbIH aHa-
MHE3 U IMHAMUKA KIMHIUYECKOI CUMIITOMATHKH TT03BOJISIIOT CBOE-
BPEMEHHO JTMarHOCTUpOBaTh cuHpoM Jlxepseruia—Slanre—Huib-
CEHA U HA3HAYUTB JICUCHHUE JUISl MIPEIYIPERICHHUS €T0 OCIOKHEHHH.
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OOHOCTOPOHHAA OPTAINIbMOMNATUA HA ®OHE
ANDDY3IHOIMO TOKCUYECKOIO 30BA
Y BOJIbHOW

Bapnamosa A.4.

HayuHble pykoBoauTenu: goueHT T.B. Bapnamosa,
poueHT O.10. BapbiweBa

PrBOY BO «[leTpo3aBoAckuiA rocyaapCTBEHHbIN
yHuBepcuteT» MuHobpHaykm Poccuu, MNeTposaBoack, Poccus

Knrouesnbie criosa: knuHu4eckul cry4dad; ughqy3Hbili
mokcudeckuli 306, aymoummyHHasi ogpmarnbmonamusi;
00HOCMOPOHHUU 39K30bmarnbm

Axmyanvrocmy. AyrommmyHHas opramsmonarus (AO) B 80%
CIIy4aeB pa3BUBACTCSI TPH GOPMUPOBAHNH TP(PY3HOTO TOKCHIECKO-
ro 300a (JIT3), mpu 3TOM OTHOCTOPOHHMH K30()TAITBM BCTPEUACTCSI
JIOCTATOYHO PEIKO, YTO 3aTPYIHSET CBOCBPEMEHHYIO TINarHOCTHKY.

Onucanue knunuyeckoeo ciydas. Ianuentka B., 11 ner, nocty-
IIHJIa [I0 CPOYHBIM MOKa3aHHUSM B OT/ICNICHUE C )KaJI00aMH Ha 9K30-
(ranbM creBa B TeueHHe 4 MeC, TyBCTBO MECKa B TIa3aX, YIalIEHHOS
cepateOneHune, IErkuii TpeMop KUCTEH, JTUTEIbHBII cyO(peOpHnTeT,
OBICTPYIO YTOMIISIEMOCTD. JlaHHBIE 5Kao00Bbl OTMEYAINCh B TEUCHUE
nocneaaux 6 mec. [Ipu ocMoTpe 0 TanbMOIOroM ObUTH BBISIBICHBI
Cra3M aKKOMOJIAIMH, aHTHOTIATHS COCYJIOB IIA3HOTO JIHA, YACTUYHBIN
IITO3 BEPXHET0 BeKa MpaBoro rmia3a. HasnadeHa reparnus snuHedpu-
HOM 2,5%, 6e3 addexra. Uepes 1 Mec 1eBoUKa OCMOTPEHA SHIOKPH-
HOJIOTOM: JICBOCTOPOHHHI 3K30()TalIbM HESICHOTO TeHe3a. BhImor-
HEH aHaJIM3 COACP)KaHMs TOPMOHOB B KPOBH: THPEOTPOIHBIA rop-
moH (TTT) 0,02 MME/n, antutena k Tupeonepokcuase 61,6 El/mi,
c8T4 13,4 nmons/n. ITpu MarHUTHO-pE30HAHCHOU TOMOrpaduu
(MPT) ronoBHOro Mo3ra: yBelIW4eHHue pa3MepoB rurnopusa, Heom-
HOPOITHOCTB €r0 CTPYKTYphI. bblTa HanpaBlieHa Ha KOHCYJIBTAINIO H
10 CPOYHBIM TTOKa3aHMsIM TOCTIMTann3upoBana B LleHTp gerckoi HH-
JIOKPHHOJIOTHH € IMarHO30M: THPEOTOKCHKO3 HEyTOUHEHHBIN. Ane-
Homa runodusa (?). HaciencTBeHHOCTh: y MatepH y3710Boi 300.

B crammonape BoisiBiieH CyOKIMHIUYECKHH THpeoTokcnko3 (TTT
0,0087 MME/mn, ¢c8T4 11,9 nmonb/i1), MOBBIIIEHHE aHTUTEIN K pe-
nentopam TTI — 6,5 ME/n. TIpu ynsTpa3ByKOBOM HCCIICIOBAHUH
[IMTOBUTHOM Kene3bl: Auddy3HbIe N3MEHEHNS TAPEHXUMBI, Y3l
nipaoii tomu (THIRADS 2-3). ITpu MPT ronoBHoro mo3ra u MPT
peTpoOyibOapHOii KIIeTYaTKi OpOUT MATOIOrUH HE BISBICHO. TOHKO-
UTOJIbHAsS ITYHKIMS IIIUTOBUIHOM JKeNe3bl BbISBIIIA y3710BoH 300. Ia-
[IEHTKe ObLT MOCTABICH AUAarHo3: JU(y3HbIH TOKCHUECKHit 300,
9K30()Ta]IbM JICBOCTOPOHHUI HEyTOUHEHHBINA. Ha3HaueHa Teparust
tumaszosiom 10 mr/cyt. Uepes 1 Mec npu KOHTPOIILHOM 00CIIeIoBa-
HHUY OTMEUCHO 3HAYUTETHHOE YITYUIICHUH B COCTOSIHIN MAIIUeHTKH,
YMEHBILICHUE FK30()TAIIbMa, HOPMAIIM3AIMS TUPEOUTHOTO TIPOQHUIIS.

3axmouenue. C yu€ToM coxpaHeHHs OPTaIbMOIATHH ITPOBe-
JICHO TTOBTOPHOE KOHTPOJIFHOE 00CIIe0BaHIEe B CTAllMOHApE Ue-
pe3 2 Mec OT Hayana TUpeocTarudeckon Tepanuu. Knuandecku
OTMeUeH perpecc sk3odranbma. Jx3odraasmomerpus: OD = 20,
OS = 22. ITIpu MPT op6uT NaTon0oru4eckux U3MEHEHUN He Bbl-
SIBJICHO. YUHTHIBAs ITOJOXKHUTEIBHYIO THHAMUKY B T€UCHHE O(-
TaJbMOIIATHH, OT TEPAITUHU [ITFOKOKOPTHKOCTEPOUIAMH PELICHO
Bo3zepKarhes. 110 TaHHBIM KIMHUYECKOTO 00CIIeIOBaHUS ObLI
MOCTaBJICH OKOHYATEeNbHbIN auarno3: AT3. AyroummyHHas od-
TaJIbMOIIaTUsl OAHOCTOPOHHSA.

W3MEHEHUA B METABOJIOME MO4M
NP OBCTPYKTUBHbIX YPOMATUAX

Bnacenko E.1O.", flanunoea E.10.", KapgoHckun .A."
Hay4yHbin pykoBoguTtens: IU. KyzoBneBa'-?

'®rAQY BO «[lepBbit MockoBCKkUiA rocyAapCTBEHHBIN
MeauUUHCKUA yHuBepceuteT nmeHn N.M. CeveHosa»
MwuH3anpaBa Poccun (CedeHoBckuin yHuBepcuTeT), Mockea,
Poccus;

2[leTckas ropoackas knMHuyeckas 6onbHuLa Ne 9 umeHm
I"H. CnepaHckoro . Mocksbl, Mockea, Poccusi

Knrouesnie crioga: memabonom mo4qu; demckasi yporoausi

Axmyanvrocms. OIHON 13 TIIABHBIX MPOOJIEM B JIETCKOH ypo-
JIOTUU SABJIACTCA paHHAA JUAarHOCTHUKA Pa3IMYHbIX (i)OpM 1aToJIO-
MY, KOIZla IaTOJIOTHYeCKuil mpouece emme ooparuM. AHaau3 u3zMe-
HeHHH MeTa00I0Ma MOYM MOXKET MO3BOJIUTh YCTAHOBUTH JIMArHO3
JlaXke TOTJa, KOT/ia Ipyrie METO/IbI AUATHOCTHKH emIE OTpa)karoT
BO3PACTHYIO HOPMY U KJIMHHUKO-JIa00paTOpHbIE MPOSIBICHUS OTCYT-
CTBYIOT, & IATOJIOTHUECKHH MIPOLIECC YrKe 3aIyILeH.

L]ens: onpenenuTb METabOIMYECKUIl CIIEKTP MOYH 300POBBIX
JIeTeH U ¢ MaToJOTUE MOUEBBIIETUTEILHON CUCTEMBI.

Mamepuanvl u memoowi. IIpoBenéx 3a060p 06pa3LoB MOYU Y
22 nmereii, cpeHUIA BO3pacT KOTOPBIX coctaBmi 5,4 + 3,1 rona. [la-
LUEHTBI OBLIH paciipe/ielieHbl Ha 2 rpymibl: 1- rpynma (n=11) —
C Iy3bIPHO-MOYETOYHHUKOBBIM peuTrokcoM; 2-51 rpymma (n = 11) —
0e3 yponornieckoii naronoruu. MccnenoBanne MeradoaomMa MOYH
IPOBOJMIOCH B JIAOOPATOPUH MOJIEKYJISIPHOTO MOJECIUPOBAHUS U
XUMUH TPUPOIHBIX coeanHeHnii HayyHo-TexHomornyeckoro mnap-
Ka OMOMEIMIIMHBI METOIOM Ta30BOI XpoMaTorpaduu ¢ Macc-CIieK-
TPOMETPHUYECKHUM JIETEKTHPOBAHHEM.

Pesynomamer. JIns ananu3za ucnonb3osanu 23 mapkepa. [Ipu
M30JINPOBAHHOM CPAaBHCHUHU 3HAUCHUH COACpKAHHS MapKepOB
Oouibllast YacTh COCAMHEHUI HE MO3BOJISUIA PA3JEIATh IPYIIIIbL.
B nanpHeiiem ObII0 BBIJENCHO /1Ba COSAMHEHHS C KPUTEPUIMHU
paznnunii (p < 0,01) — Guc-(2-metunnpornun)-3¢up-1,2-6eH30-
JMKapOOHOBOI KUCIIOTHI M TeKcanekaH. [Ipu mocTpoeHur MHOTO-
napaMeTpuIecKoil MeTaboIOMHOM MOIeTH TPYTIIIBI YAAIOCh PO-
BCCTHU KJIACTCPHU3ALUIO IO NEPBLIM JIBYM KOMIIOHEHTaM C CCJICK-
TUBHOCTBIO U UYBCTBUTEIbHOCTbIO 81%. Hanbonpmuii Bkaag B
TIepBbIe JIBa KOMIIOHEHTA BHOCHJIM I'eKCaZieKaH U OeH3alIbIeTH]I.
JlaHHBIE MapKepbl TIOKa3bIBAIOT, YTO B IOUEYHON MAPEHXUME MTPH-
CYTCTBYET MaToJioTuuecKkuii mporecc. [lpu s3Tom ypoBHHU Kpea-
THHUHA B KPOBHU OBUIM B HOPME y MALMEHTOB B 00ENX TpyMIIax.

3aknouenue. AHam3 MeTaboOIOMa MOYM — OJIMH M3 BAXKHBIX
JMAarHOCTHYECKHUX METOJIOB, KOTOPBIH MOJKET MO3BOJIUTD JUArHOCTH-
pOBaTh YPOJIOTUYECKYIO MATOIOTHIO eIIE JI0 MOSABICHUS KIIMHAYe-
CKOW CUMIITOMATHKH ¥ U3MEHEHUH YpOBHEW KpeaTHHUHA B KPOBH.

& ok %
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noaxoabl K NPOSUNAKTUKE, AMATHOCTUKE

Y NEYEHUIO IGE-ONOCPENOBAHHOW NMULLEBOW
ANNEPrUN Y OETEW: O630P COBPEMEHHbIX
MEXOYHAPOOHbLIX AOKYMEHTOB

ManoHoBa H.A., ®paHuyk J1.I.
HayuHbi pykoBoguTens: goueHT H.I. 3BoHKOBa

®IAQY BO «[MepBbit MOCKOBCKUI rOCyAapCTBEHHbIN
MeauuUHCKuiA yHusepceuteT nmeHn N.M. CeveHosa»
MwuH3anpaBa Poccun (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus

Knroyesnie criosa: nuwiesasi annepausi; duazHOCMuka;
npochunakmuka,; 0emu; edeHue

Axmyanvrocms. Iluiesas ameprus U ynpaBieHHe ajuiepre-
HAMU SIBJISTFOTCS IIO0ATBHBIMHE TIPOOJIeMaMK OOIIECTBEHHOTO 3/1pa-
BoOXpaHeHHs. 3a nocnenHue 10 et B 00acT U3y4YeHHUs MHIIe-
Boit aiepruu (ITA) mpousonutn 3HaYNTENbHbIC U3MEHEHUS, Olla-
rofaps KOTOPbIM IOMEHSUIUCH IIOAXOAbI K JUaTHOCTUKE, JICYEHHIO
n npodunaxruke IgE-onocpenosannoii I1A.

Llenv: MPOBECTH aHANIN3 IAHHBIX U 0000IIUTH HHPOPMALIUIO
0 JIMarHOCTHKE, JIeueHU! U npodunakTuke [TA.

Mamepuanevt u memoowl. DnexTpoHHbII nouck PubMed, 6a3a
JIAHHBIX cucTeMarndecknx 0030poB Cochrane, rmyounoii 10 er.

Pesynomamut. Juarnos ITA ocHOBaH Ha KIIMHUYECKOH HCTOPUU
1 JI0Ka3aTelbCTBaxX crenuduueckoro s auiepresa IgE, akTuBHO
BHEJIPSTIOTCSI HOBBIE TECTHI, HATIPABJICHHBIE Ha OTPE/ieIeHIe (DyHKIIH-
OHAJIBHOM aKTUBHOCTH 3(P()EKTOPHBIX KIICTOK. 30JI0TOH CTaHAApT —
NHUIIEBast IPOBOKALMOHHAS IPOOa — OCTAETCS HEAOCTYITHOM JUTS BbI-
nonuenus B Poccun. He cymectsyer tepanuu ITA, u3beranue an-
JIEPTEHOB SIBIISIETCSI OCHOBOM JIEUSHMS, [P ITOM B HACTOSIILIEE BpEMsI
TECTUPYIOTCS UIMMYHOTepanus 1 Ouonoruueckue npenaparsl. [Ipo-
M30IIEN 3HAYUTENBHBII IEPEX0 B CTpaTeray NpodiakTiky [1A o
n30eraHust K POaKTHBHOMY BBEJICHHIO AJUIEPI€HOB.

3axnouenue. 3a mocIeTHUE HECKOIBKO JIET OBUIO JOCTUTHY-
TO MHOTO BIEYATIISIIOLIMX JOCTIDKEHUH B 001acTH IPODUIaKTH-
ki, fuarHoctuku u nedenus ITA. Ilpodunakruka ITA HanpasieHa
Ha IOpeIynpexaAeHIe CeHCUOMIU3aLuY U IpeayIpexIeHus 3a00-
JIeBaHUS NPH HAJIWYMM ceHcuOumu3anuu. brarogaps nmerommm-
Csl BApMAHTaM Tepalruu U TeM, KOTOPbIE HaXOAATCS B CTalUU pa3-
paboTKH, B HACTOSIIIIEE BPEMSI CYLIECTBYIOT aJIETCPHATHBEI TOMY,
Kak ceMbs MOXKeT crpaButhes ¢ ITA. Tem He MeHee HeCMOTps Ha
HIMEIOLINECs JOCTIKEHUS. U HAJIMYUe UHHOBAIIMOHHBIX JIUArHO-
CTUYECKUX M TEPaAEBTUUECKUX UHCTPYMEHTOB, JeueHue ITA Bcé
ené aKTyaJlbHO.

& ok %k

OnbIT NPUMEHEHUA KOMMJIEKCHON
PEMUHEPATU3YIOLWEW TEPANUK
NOCNE OPTOAOHTUYECKOIO 3TAMNA JIEYEHUA

Mapa A.u.
HayuHbIn pykoBoguTenb: goueHT O.A. XKapkoBa

YO «Butebckuin rocyaapcTBeHHbI opaeHa Opyx6bl Hapoos
MEAVLMHCKUIA YHUBEpCUTET», Butebek, Pecnybnnka
Benapycb

Knroyesnie criosa: knuHuYeckul crydad; demu;
peMuHepanusyruwas mepanus; kKapuec amarsnu; demckasl
cmomamornoausi

Axmyanvrnocms. OpTOLOHTHYECKOE JICUCHNE — ITO JUIUTENb-
HBIH IIpoLeCcC, KOTOPBII CBs3aH C MOCTOSHHBIM IPUCYTCTBUEM

KOHCTPYKIUH OPTOIOHTHYECKOTO anmapara B POTOBO MOJIOCTH Y
GonbHOTO. Kareropust marueHToB, IPOXO/SIIas OPTOAOHTHIECKOES
JiedeHe, OTHOCUTCS K TPYIIIE PUCKA 0 BOSHUKHOBEHHUIO KapHe-
ca. HpI/I OTOM OTMECYCHO 3HAYUTCIIbHOC BJIMAHNUEC HOHOB KaJlblH1s,
(TOPUIOB U MarHus Ha KPUCTAJUIMUECKYIO PELIETKY 3Maju 3y00B.
Hcnonb3oBanue GTOPHIOB MPUBOIHUT K 0OPa30BAHUIO HA TIOBEPX-
HOCTH Ml 3aI[UTHOTO CJIOsI (PTOPHIA KaJIBIIUS, YTO MO3BOJIS-
€T MpHJIAaTh 3yOHOH AMasH OOJBIIYI0 KHCIOTOPE3UCTEHTHOCTb.

Onucanue kaunuyeckozo ciydas. O0cnenoBaH OOJIbHON B BO3-
pacte 17 jet, 3aKOHUUBIINN OPTOAOHTUYECKOE JIEUEHUE C HCIIOIb-
30BaHHEM HECHhEMHOM TEXHUKH B 00JIACTH TOJIBKO BEPXHEH YeTro-
ctr. OpTOJOHTHYECKOE JiedeHue ummtock 1 roq u 8 mec. [pu oc-
MOTpe OBLIO BBISIBICHO 23 METOBHAHBIX ISITHA Ha BECTHOYIISIPHOM
MOBEPXHOCTH 3y0OB BepxHeil uentoctu quamerpom 0,1-0,5 mm.
B o6nactu 3 MenOBUAHBIX MATEH OBUIM OTMEUEHBI OBEPXHOCT-
Hble 1e(eKTh B IIpe/ieax 3MaleBoi TKaHu 3y0a (Kapuec moBepx-
HocTHbIN). [Ipu 06cnenoBannn 60IBHOTO (PUKCHPOBAINCH CIIEY-
IOIIHE KIMHAYECKAE MHACKCHI: YIPOIEHHbIH HHIEKC TUTHEHBI T10-
nmoctu pra (OHI-S), ruaruBanbuelil naaekc (Gl), KOMITIEKCHBIHA
nepuononTatbHbIi nHAeKe (KIIN), nHIeKC HHTEHCUBHOCTH Ka-
pueca o Knuarmany—Ilopry (KITY). Jlns gonomHuTebHOM q1a-
THOCTHKHU HCIIOJIb30BAIN TEPMOTECT U TECT IMAJICBOM PE3UCTEHT-
HoctH (TOP-tect). IIpu sTom nepeuunsblii OHI-S nanuenra co-
cTaBmII 2,3, 9TO yKa3bIBaeT Ha HEYJIOBJICTBOPUTEILHBIH YPOBEHD
rurressl. [Tociie mpoBeneHus psija MOTHBAIIMOHHBIX Oece 1 OCy-
IECTBIICHUSI KOMIUIEKCHON peMUHEpaIu3yoLel Tepanuu naru-
enty ero OHI-S cocrasun 0,5, 9T0 COOTBETCTBOBAJIIO XOPOIIEMY
YPOBHIO THI'MEHbI POTOBOI IOJIOCTH, HO TPEOOBAIO MEPONPHUATHI
0 KOPPEKIMH U YACPKaHHIO JOCTHTHYTOTO BEICOKOTO YPOBHS T'U-
THEHBI POTOBOM MosiocTH. Ilocie 3aBepuIeHus] KOMIUIEKCHOH pe-
MHHEPAIHU3YIOIIEeH Tepariy 0TMEYaoCh HCUE3HOBEHHE METIOBH/I-
HBIX ISITEH B KonmuuecTBe 6. ViMenu TeHASHINIO K YMEHBIICHHIO B
npenenax 0,1-0,3 mm B tuamerpe 13 msiten u3 17.

[Mokazarens TOP-Tecra cyuecTBeHHO yMeHbIIUIICS ¢ 4,7 10
2,2 (p <0,05). ITocne npoBeAEHHOIO JIEUEHUS! JOCTUTHYT BHICOKHIA
MOKa3aTellb KapUeCPe3UCTEHTHOCTH SMaJH y OOJIBHOTO.

3axnouenue. KomruiekcHas peMUHEpaTU3yIOIas TeparHs mo-
CJie OPTOAOHTHUYECKOTO ATalla JeUEeHHs MMOKa3aia BBICOKYIO KITH-
Hu4eckas 3Q(HEeKTHBHOCTD y MOJAPOCTKA.

PAHHAA OUATHOCTUKA BPOXAEHHOIO
F’MMNOTUPEO3A Y HOBOPOXAEHHOIO

C NMNOKCUYECKU-ULLEMNYECKUM
NOPAXEHMEM LIHC

FepacumeHko A.M., MaTtiox K.I'.

Hayu4Hble pykoBoaguTEnu: AOKTOP Men. HaykK
J1.B. KpaBueHko, kaHA. mea. Hayk M.C. KacbsiH

®IrBOY BO «PocToBckuiA rocynapCTBEHHbIN MEOULIMHCKMN
yHuBepcuteT» MuHsgpasa Poccum, PoctoB-Ha-[doHy, Poccus

Kntouesnbie criosa: HOBOPOXOEHHbIU, 8POXOEHHBIL
eurnomupeos; nepuHamarbHOe ropaxeHue UeHmpasnbHoU
HepsHOU cucmeMbl; mUpeoudHbIli cmamyc

Axmyanonocmob. Bpoxxaéuneiii runotupeos (BI') npuBoaut
K 3aJCPIKKE MCUXOMOTOPHOI'0 U MHTCJIJICKTYAaJIbHOTO Pa3sBUTUSA
peOénka.

Onucanue knunuueckozo cayyas. bonpnas C. mocTymnuia B oT-
JIeJIeHHe TaTOJIOTUH HOBOPOXKIIEHHBIX U HEJIOHOIICHHBIX JIETel B
Bo3pacte 3 cyT. B anamnese Marepu: ocTpasi pecupaTopHast BUPYC-
Hast uH(pexims (OPBI), 6akTepuanbHbIil BATMHO3, KaHIN103, OaK-
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Tepuypusi. Macca Tena npu poxaennn 2650 T, amuHa Tena 48 cwm,
olieHKa 110 1kaie Amnrap 8/9 6amioB. COCTOSHUE TPU MOCTYIUICHUH
XapaKTEePH30BATIOCH BSUIOCTHIO, CHIPKEHHBIM TYPTOPOM, HKTEPHIHO-
CTBIO KOXH, YACTBIMHU CPBITMBaHUSMU U B3IyTHEM kuBOTa. HeBpo-
JIOTHUYECKasi CHUMIITOMATHKA: TPEMOP KOHEUHOCTEH, MbIILICYHAS JIH-
CTOHUSI, YTHETEHHE PeIIeKCOB OPaIbHO-CITMHAIBLHOTO aBTOMATH3MA.
AHanM3 KamwUIIPHOH KPOBH Ha HEOHATAIBHBIH CKPUHUHT B BO3-
pacte 2 CyT BBISIBUJI TIOBBIIICHHBIH YPOBEHb THPEOTPOITHOTO TOPMO-
Ha (TTI): 220 mr/nn (Hopma 0,00—18,00 mr/mn). [Tpu perectuposa-
nuu B Bo3pacte 10 cyt TTI B kanwuisipaoii kposu 307,5 MxEJ1/mut
(nopma menee 9 ME]1/n). BrisiBneH Huskuii yposenb T4 cBo0Oon-
HOro — 5,98 HMonb/1 (HopMa 11,4 — 22,2 umons/i. Hopmaib-
HbI ypoBeHb T3 cBoOomHOTO. YpoBenb TTI cocraBui Gosee
100 MmkME/mi1. B o0rieM aHain3e KpOBH BBISIBIICH MOHOIIUTO3
(15%). B ananu3e KpoBM Ha KMCIOTHO-IIEIOYHOE COCTOSIHIE OTMeE-
Yajach runepiakrareMus (2,24 mmons/in). B Onoxumudeckom aHa-
JM3€ KpoBU — runepoumpyounemus (331,6 MKMoIb/1) 3a CUET He-
npsiMoii ¢paxuuu. YposeHb C-peakTuBHOTO 6eka — 6 mr. OcHOB-
Hble KIMHUYECKHE AUArHO3bl: BpOKAEHHBIN THIIOTHPE03 0e3 300a;
HEJOCTaTOYHOCTD NMUTAHMS IUI0/a 0e3 YIIOMHHAHUS O «MaJIOBEC-
HOM)» MJIM MaJICHBKOM IS T€CTAIllMOHHOrO Bo3pacta. COIyTCTBYIO-
Y€ KIMHUYECKUE TUarHO3bl: BHYTPHIKEIYJOUKOBOE KPOBOM3IIHS-
Hue 1-if cTeneny y I1oa 1 HOBOPOXKEHHOIO ClIEBA; LiepeOpaibHas
WILEMUsI CPEIHEH CTeIIeH!, CHHIIPOM BETreTaTHBHOM AUC(YHKIIN;
nHbexms, cnenuduaHas Uil IepuHaTaIFHOTO MepHoa: HEOHA-
TaJIbHAs JKeNTyxa, IMcOno3 kumedHuka Il crenenn craduiokox-
KOBOW ¥ IpuOKOBO# dTHONOrMK. Ha3HaueHa NOCTOsIHHAS 3ame-
CTUTENbHAS TEPAIHUs JIEBOTUPOKCUHOM HAaTpus 25 MKI/CYT, aHTU-
GakTepuainbHas, UH(Y3UOHHAs Tepallis, HOOTPOIHBIE Ipenaparhl,
BUTaMUHOTepanus, Ouonpenaparsl. HoBOpo)xAEHHbIHM ObLIT BbINHU-
CaH JIOMOIi B Bo3pacte 18 cyT B yIOBIETBOPUTEILHOM COCTOSTHUH.

3axnouenue. HebnaronpusTHoe BIMSHNE HA TIIO OKa3bIBAIH
OPBU, OakTepualibHbIi BATMHO3, KAaHU103, OAKTEPUypHUs y Ma-
TepH, BHI3bIBAS TSDKEIOE TEUEHHE HEOHATAIBHOIO MepHozia y pe-
6¢nka ¢ BI' u pa3ButueM TxKETOH cOMyTCTBYIOLIEH TATOIOIUU.
Pannss quarnoctuka Bl v 3amecTurtenbHas Tepanuu mpeaymnpe-
JKIIAFOT Pa3BUTHE YMCTBEHHON OTCTAIOCTH.
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OCOBEHHOCTU TEMEHUA IOHOLLECKOIo
MOJIMAPTPUTA Y NALMEHTOB C PA3JIMYHON
AONUTENbHOCTbLIO YCTAHOBJIEHUA OUATHO3A

Fnyxosa C.M.', Kpuynuna T.kO0."2

HayuHble pykoBoguTtenu: npodeccop, 4neH-Kopp.
PAH E.N. AnekceeBa'?, oOKTOp MeA. HaykK
T.M. OBopsikoBckasa'?, goueHT E.I. Ynctakosa'?

TOrAQY BO «[MepBbit MOCKOBCKMI rocyAapCTBEHHbIN
MeOVUUHCKUI yHuBepcuTeT nmenn .M. CeyeHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepeuTeT), Mockea,
Poccus;

2PlrAY «HaumoHanbHbI MEOULMHCKUI nccneaoBaTenbCKui
LeHTp 3gopoBbs aeteny» MuHagpasa Poccuu, Mocksa,
Poccus

Knouesbie criosa: KnuHuU4ecKul criyqall; oHowecKul
ronuapmpum, 2eHHO-UHXXeHepHble buoroauyeckue
npenapamsi; Mapwpymu3ayusi

Axmyansrnocms. YOnommeckuii aprput (FOA) — xponuueckoe,
HEYKIIOHHO Iporpeccupyromiee 3a00eBaHne, MposBIIIONIeecs JIe-
CTPYKTHBHO-BOCHAIUTEIbHBIMA H3MEHEHUSIMHU B CyCTaBax U IIPH-
BOJISIIIIEE K paHHEH MHBAINAU3ALUH. PaHHSS TMarHOCTHKA U CBO-

eBpEeMEHHOE Ha3Ha4YeHHEe Tepaliy ITOBBIILAIOT BEPOSTHOCTh ObI-
CTPOTO JOCTH)KEHHUS CTaIUH HEAKTHBHOTO 3a00JIeBaHMUS.

Onucanue knunudeckux ciyuaes. Iaument Ne 1. JleGror 3a00-
JieBaHMS B Bo3pacTe 2 roja, B okrsiope 2009 1., xorna nocnie TpaBMbl
MOSIBUJINCH HAPYILIEHHE MOXOKU U OTEK B 0OJIACTH JIEBOTO KOJICHHO-
ro cycraBa. PeOEHOK rocuTain3upoBaH B CTAllMOHAP TPaBMaToJO-
THYECKOTO0 IPOQUIIs, TIe HA OCHOBAaHWUH OOCIIEIOBAHUS 3aII0103pe-
Ho TeueHue IOA. Pe6éHok nepeBeiéH B MpoGHIIbHOE OT/ICIICHUE B
Hosi0pe 2009 1. [Tpu nocTymieHnn: 0TéK, OrpaHUUYCHUE JIBUKCHUH,
00ITb B KOJICHHBIX, TOJICHOCTOITHBIX, IIPABOM JIy4Y€3arsiCTHOM CyCTa-
Be, e(hopMalysi CyCTaBOB CTOIIBI, YCKOPEHHE CKOPOCTH OCEAaHHs
sputporutoB (COD) 1o 35 MM/, noBeIieHUe YpoBHS C-peakTuB-
Horo 6enka (CPB) 1o 6 Mr/m, 10 JaHHBIM MarHUTHO-PE30HAHCHOM
TOMOTrpadur KOJIEHHBIX CYCTaBOB — CHHOBHT, OypcHT. /lnarnos mo-
muapTukyaspHoro FOA nonreepsxnéH, MHUIMMPOBaHA UMMYHOIIO-
JasJsirorast reparust merorpekcarom (MTX) B oze 15 mr/m?/Hen,
Ha ()OHE Yero OTMEYaeTCs MOJIHBIN perpecc CycTaBHOIO CHHIAPOMA
(CC), nopmanuzauust COD, CPb. B Hacrosiiiee Bpemst JOCTHIHY-
Ta 6esnexapcTBeHHas pemuccus FOA.

TMarment Ne 2. JIeOroT 3a0051eBaHuUs B BO3pACTE 5 JIET, B UFOJIC
2012 r., KorJa mocie TpaBMbl HAOOIANICS BPadYOM-TPaBMaToJI0-
TOM C ’kaj100amMu Ha OOJIM B KOJIEHHBIX U Ta300€APEHHBIX CyCTaBax.
IIpoBoaunace cumnromaruueckas repamusi. B cenrsiope 2015 .
mocJie nepeHecEHHON MH(EKIMHU MOSBUIICS OTEK B KOJICHHBIX CY-
crasax. [Ipu o6cnenoBanun COD u CPB B npenenax peepeHCHbIX
3Ha4eHHH. [To MecTy )KUTEeNbCTBA YCTAaHOBJIEH UAarHo3 «PeakTHB-
HBIIl apTpUT», Ha3HAYAIUCh HECTEPOUIHbIE TPOTUBOCHAIUTEIb-
HBIE CPEICTBA KypCamH, ITPOBOAMIIOCH BHYTPUCYCTaBHOE BBE/IC-
HHE TIIIOKOKOPTHKOHM/IOB C KPaTKOBpEMEHHBIM 3 dexrom. B urome
2016 . rocIUTaIM3UPOBAH B PEBMATOJIOIMYECKOE OT/IEJICHHE, ITIe
ObuT ycTaHoBiieH auarHo3 FOA, HasHadena tepamust MTX ¢ He-
noMHBIM 3G dekTom B Buje coxpaneHus CC, B CBS3U C 4eM B Jie-
kaOpe 2016 r. ”HUIIMUPOBAHA TEPAIHs TCHHO-MHKCHEPHBIM OHO-
noruyeckum npenaparom (I'MBIT) ananumymadom (AJIA), MTX
nponoswked. Ha gone neyennss CC KynupoBaH, OTMeUaeTcs pas-
BHUTHE YaCThIX MH(EKIIMOHHBIX 3a00I€BaHUM, IIPOITYCKH O4Yepe]l-
sveix BBeneHnid AJIA u MTX, nepuognueckue oboctpenust CC.
B utone 2021 1. B CBSI3U ¢ HETIOCTHIKEHUEM IOJTHOTO 3P PeKTa Ha
¢done teparmun AJIA u MTX, npoenena cmena ['MBIT Ha nepro-
nu3yma0, Ha done yero CC kynuposaH, odboctpennii FOA 1o Ha-
CTOSIILIETO BPEMEHH HE OTMEYasoCh.

3aknouenue. CBOEBpEeMEHHAsI JUaTHOCTHKA U HAYaIo Tepa-
muH y nanueHToB ¢ FOA mo3BossieT 10CTHYb OBICTPOTO KOHTPOJIS
HaJl CUMIITOMaMH 3a00JIeBaHUs, IPEAOTBPATUTD Pa3BUTHE CTPYK-
TYPHBIX TOBPEXKICHUH, KOHTPOIUPOBATH PAa3BUTHE peOEHKA U €ro
KaueCTBO JKU3HHU.

OLIEHKA OBECMNEYEHHOCTU BATAMUHOM D
OETEN C MULLEBOW AIJIEPTUEN,
NMPOXUBAKOLLMX B YCNOBUAX ANUTENBHOIO
BOEHHOIO KOH®INUKTA B JOHBACCE

lN'yaéHosa A.C., NMuniownHa A.B.
HayuHbIn pykoBoauTenb: npodeccop A.B. HanéTtos

PIrbY BO «[loHeLknin rocynapCTBEHHbIN MEeANLMHCKNN
yHuBepcuteT» MunHsgpasa Poccuu, [loHeuk, Poccus

Knroyesnie crosa: eumamuH D; 0emu; nuuiesas annepaus;
80€HHbIU KOHebriukm; [JoHbacc

AxmyanvHocms. Ilpu COBpeMEHHBIX 0COOCHHOCTSIX XapaKTe-
pa nuTaHus ¥ 00pa3a JKU3HU TOPOJCKOTO HACENICHHs peOEHOK Ya-
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CTO HE TOJIyYaeT JOCTAaTOYHOIO KOJINYECTBa HEOOXOIUMBIX MH-
KPOHYTPHEHTOB yIKe C IIePBBIX MecsIeB xu3Hu. Huzkas obecrie-
YEHHOCTb JIeTell BUTAMUHOM D MOKET NpHUBOANTH K HAPYLIEHHIO
COCTOSIHUSI UIMMYHHOH CHCTEMBbI U TIOBBIIIAET PUCK PA3BUTHS aJjl-
JIeprudeckoi naronoruu. JJuTeabHbIi BOGHHBIH KOH(IMKT cTas
MOIITHBIM HETaTUBHBIM (HaKTOPOM, IMOBIHUSBIIUM Ha COCTOSHHE
310pOBbs jieteit Jlonbacca.

L]env: onpenennTh 00ECIeUeHHOCTh BUTAMUHOM D fereii mep-
BOT'O I0JIa )KU3HH, CTPaJaIoIIuX nuieBoi amwiepruei (ITA) u mpo-
JKUBAIOLIMX Ha Tepputopun JJoHOacca B yCIOBUSX UIUTEIBHOTO
BOCHHOTO KOH(IIHKTA.

Mamepuanwt u memoowi. O6cnenoBansl 145 neteit 1-ro roma
KU3HH, TipoxkuBaronmx B Jlonbacce. 105 maruenTos ¢ A, nu-
arHOCTHPOBAHHOI Ha OCHOBAHUH JAHHBIX aHAMHE3a, OOBEKTUB-
HOTO OCMOTpA, J1a00paTOPHOTO 00CIEIOBAHMS U Pe3yNIbTaTax JIU-
ArHOCTUYECKOW AIIMMHUHAIIMOHHOM JIUEThI, COCTABHIN OCHOBHYIO
rpymy. 40 nereii 6e3 [TA cocTaBuium KOHTPOJIBHYIO rpymiry. Y
BCeX JieTell ObUI OompeesiéH ypoBeHb KaJbIMM0Ia ChIBOPOTKH
KPOBH XeMITIOMHHECLICHTHBIM aHAJIM30M Ha MUKPOYACTHIIAX KO-
JIMYECTBEHHBIM MeTOJI0M ¢ ucnonb3oBanueMm tecta ARCHITECT
25-OH Vitamin D anst onpenenenust ypoBHsi BUTamMmuHa D.

Pesynomamor. Ananus xauHudeckux nposisinenuit ITA noka-
3aJ1 Ipeoldialanue Tuapeu, CpbIrMBaHui, 3anopa, KOJIHK, KOTO-
pbI€ COYETAINCH B PA3JIMYHBIX KOMOMHALUAX Y JIeTell OCHOBHOM
rpynmbl. Y 61 (58,1%) 00IbHOTO racTpOMHTECTHHAIBHBIE TIPH-
3HAKH COYETATHCH C AJUIEPTUUSCKIMHU KO)KHBIMH TIPOSIBIICHUSIMU.

OrieHka 00eCIeueHHOCTH BUTAMUHOM D JieTeld, CTpaiaroiux
ITA, noxkasaiia, 4TO B OCHOBHOI1 IpyrIie npeodanany nanueHThl
CO CHM)KEHHBIM ypoBHeM BuTamuHa D. HenocrarouHocts BuTa-
muHa D BoisiBnena y 60 (57,1%) nanueHToB OCHOBHOMW TPYIIIbL, a
B rpynne koutpoist —y 5 (12,5%) nereil. AnexkBaTHblid ypoBEeHb
ButamuHa D Obu1 y 38 (36,2%) u y 34 (85,0%) nerei cooTBeT-
ctBeHHO (p < 0,001). dedunur Butamuna D cpeny nannueHToB oc-
HOBHOI1 Tpynmsl peructpupoBanu y 7 (6,7%) nerei, a B rpymmne
KoHTpoIsE — uib y 1 (2,5%).

Saxarouenue. Jlns nerewt 1-ro roma sxu3HH, cTpagarommx [TA
1 poXkuBaroIuX B JloHbacce B yCIOBHSX [UTUTEILHOTO BOCHHOTO
KOH(IIMKTA, XapaKTEPHBIM SBISIETCS CHI)KEHNE 00eCTIeYeHHOCTH
BUTaMuHOM D. JleueHne qaHHbIX MAaMEeHTOB HEOOXOIUMO MIPOBO-
JUTH C Y4ETOM BBISBJICHHBIX HApYILIEHHUH C JIOTIOJIHUTEIBHOM ca-
IJIeMEHTAlUeH rpenapaTaMu XoJleKaibuugepoda.

OEOULIUT ALIUIN-KOA-OErMAPOIEHA3DI
CPEOHELIENOYEYHbIX )KUPHbIX KUCITOT
Y PEBEHKA C NO3AHMM OEBIOTOM

lN'ycenHoB A.M., Ky6biweBa A.E.

HayuHble pykoBogutenu: goueHTt O.B. CugopoBuy,
A.B. ®ucyH

®IrBOY BO «CapaToBCKuiA rocyfapCTBEHHbIN MEOULIMHCKIN
yHuBepcuteT numenn B.W. Pasymosckoro» MuHsapaBsa
Poccun, Capatos, Poccus

Knrouesnie criosa: knuHu4eckul criydau; demu; degpuyum
ayun-KoA-deaudpozeHasbl; HapyweHUss 0bMeHa XUpPHbIX
Kucriom

Axmyanornocms. leduut annn-KoA-nerunporenasst cpen-
HEIIENOYESYHBIX KHUPHBIX KUCIOT — 3TO HACIEICTBEHHOE 3a00IIe-
BaHUe, BbI3BaHHOE MyTanusMu reHa ACADM. DTot reH kogupyer
anui-KoA-zneruaporenasy cpeiHelenoYeyHbIX )KUPHBIX KUCIIOT,
PacCIOJIOKEHHYIO Ha KOPOTKOM IIjIede XpoMocoMmbl 1. 3aboreBa-

HHE XapaKTepH3yeTcs OBICTPO MPOTrPECCUPYIOIIUM METa0oIye-
CKUM KPH30M, KOTOPBIi OOBIYHO MPOSIBISIETCS TUITOKETOTUYECKON
TUITOIIMKEMHUEH, COHIIMBOCTBIO, PBOTOM, HAPYILICHUEM CO3HAHUSL.

Onucanue xkaunuuecxozo ciyyas. [lanuent A., 4 roga. Ana-
MHe3 3aboneBanus: 12.11.2020 nedrot nHpekuroHHOro 3200-
JIeBaHUsI, TPOTEKABILETO 10 TUITy T€HEPAIN30BaHHON HH(}EK-
LMK, HAXOJWICS Ha amOyiaropHoMm Jieuenun. 16.11.2020 pes-
KO€ yXY[IIEHHE COCTOSHUS B BUAE HApAaCTaHUs 00IIEMO3TrOBOH
cumnromaruky. [Ipu nccinenoBaHuy JTUKBOPA BIABICHA OEJIKO-
Bo-KkseToyHas accouuanus. [Ipuy MPT romoBHoro Mosra BbIsIB-
JIeHO Tpy0oe NopaskeHHe BELIeCTBa TOJIOBHOTO MO3ra C BOBIIE-
YEHHEM Ceporo 1 0esIoro BEmecTBa, HOAKOPKOBBIX /I, HOKEK
MoO3ra ¢ MOoCIeayIOMIeH 3aMeCcTUTEIbHOM ruaponedannel, Kiu-
HUYECKH COINPOBOKIABIIEECS BHIPAKCHHBIM CIIACTUYECKUM Te-
Tparnape3oM, yTpaToi BBICIINX KOPKOBBIX (DYHKIHH, cygopora-
mu. IIpu Tanaemuoii macc-criekrpomerpuu (TMC) ycranosneHo
MOBBIIICHNE YPOBHA ananuHa 10 1004,35 MkMoinb/a. YuurteiBas
nanable TMC, peGEHKy ObLI0 MOKa3aHO MOJIEKYJISIPHO-TEHETHYE-
cKoe 00cie[0BaHNe KPOBH Ha BBISIBICHHUE YACTHIX MyTallUH MU-
toxonapuansroi JIHK, neitkosnuedanonaruu, cunapoma Jin —
myTtauuu mutoxouapuansHoi JJHK ne momyueno. B anpene 2021
I. ObUI HampaBileH B (enepanbHblid HeHTp I. MockBbl. C Lenbio
JIUHAMHAYECKOT0 KOHTPOJIS IIPOBE/IeHa BUIE0-3IEKTPOIHIIe(aio-
rpadusi: MHIEKC NPEeICTaBICHHOCTH SHIETH(HOPMHOI aKTUBHO-
ctu B 90T cHa cpennuii 30-50%. Ha3nauena npoTuBoCynopox-
Hasl Tepanus B BUe KOMOMHAIIMU BAIBIPOEBOH KHUCIOTHI C TOIH-
paMaToM, ¢ MOJIOKUTEIbHBIM 3 (deKToM. B MexKrocnuTanbHbIi
nepuo y pedéHka HabIoIaIMCh META00INYECKUEe KPHU3BI C Tie-
puoanuHocThio 1 pa3 B 3—4 mec. [Ipu MosieKynsspHO-TeHeTHYe-
ckoM obOciienoBanuu 20.12.2021 BBIsABICHBI CeIyIOIIUE MyTa-
wun: ACADM chrl: 76226888 ¢.1027G>A p. Glu34Lys, ACADM
chrl: 76198335 ¢.937C>T p. Thr42Leu, GLA chrX: 100653420
c.937G>T p. Asp313Tyr. HeBponorudyeckuii cratyc: ceHCOpHas
agazus, SKCTpanupaMuIHbIH CHHIPOM, CIIACTUYECKUI TeTparna-
pe3 D > S, HapyuieHre MOTOPHBIX HaBBIKOB.

3axnouenue. JlaHHBIA KIMHUYECKUH Citydail moguépKuBaeT
CJIOKHOCTH JAMArHOCTHKU HapyIIeHHH 0OMEHa KHPHBIX KUCIIOT.
PaciupenHblil HeOHaTaIBHBIN CKPUHUHT TI03BOJIUT BBISIBUTH Ta-
Kue (HOpMBI ATOIOTUH Y JETeH B paHHUE CPOKH, YTO MO3BOJIUT
HAYyaTh UX JICYCHUE HA JOKIMHUYECKON CTaIHU.

k %k ok

®EHOTUNMNYECKMUE OCOBEHHOCTU BONE3HU
BUIIbCOHA U EE UCXO[bl Y CUBCOB

DxypTtyb6aesa [.P.", Bopo6beBa H.J1.",
Komapoea A.[.% MpoxopeHkoBa M.O.2

HayuHbin pykoBoautens: npocpeccop A.C. Notanos?

'®IAOY BO «[epBbiii MockoBCkuiA rocyAapCTBEHHbIN
MeauLMHCKUA yHuBepeuTeT nmeHn N.M. CeyeHoBa»
MwuH3agpasa Poccum (CeveHoBckuin yHuBepcuteT), Mocksa,
Poccus;

20lAY «HauunoHanbHbI MeaULMHCKUIA nccrieaoBaTernbCKUn
LleHTp 3gopoBbsa geten» MuHagpasa Poccun, Mockaa,
Poccus

Kntouesbie criosa: 6one3Hs BunbcoHa; eenamum; cubebl;
demu; heHomuIn; YUPPO3 NeYeHU; mpaHcraaHmayus neveHu

Axmyanvnocms. bonesus Bunbcona (bB) — ayrocomHo-pe-
LlecCUBHOE 3a00JeBaHUE, OOYCIOBICHHOE MYTAIlMsIMH B TCHE
ATP7B u Xxapaxktepu3yrouieecsi MoaIuMop(pHU3MOM KITMHHUYECKUX
nposiBieHUH. B HacTosiiee Bpemst yOeAUTEIbHBIX JaHHBIX O CBSI-
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31 reHoTHIa U GeHorumna npu bB He BBLBICHO, OJHAKO TOI00-
HBIX HCCIIEIOBaHUN Y cHOCOB HE IPOBOANIIOCE.

L]eny: onpenenuts HEHOTUNNIECKUE OCOOCHHOCTH TEUCHUS
u ucxoasl bB y cubcoB.

Mamepuanel u memoowi. B pamkax peTpoCIEKTUBHOIO UCClie-
JIOBAHMUS [TPOAHATN3HPOBAHBI KIIMHUKO-aHAMHECTUUECKHE TAaHHBIC
47 nereit u3 21 cembu. [IpoBeneHa omneHka (HEHOTHUITOB (XpOHUYE-
CKHIi TeTaTUT, OCTPBII IenaTuT, cMelanHas popma) u ucxozaos bB
y cu6coB. B paboty BritouéH 21 npobaH/ ¢ yCTaHOBIICHHBIM JH-
arHozoM bB u 26 cu6coB, n3 xotopsix y 19 (73%) taxoke auarso-
crupoBana bB u Tonbko 7 (27%) cubGCcoB 310pOBBI.

Peszynomamei. HecMOTps Ha ayTOCOMHO-PELIECCUBHBII THI Ha-
cienoBanusl, yactora Bcrpedaemoct bB B 25% cityuaes BbisiBie-
Ha TOJIBKO B 1 ceMbe, B TO BpeMs Kak B 12 ceMbsx OHa COCTaBMIIA
100%, B 3 — 50%, B oCTalbHBIX 5 ceMbsiX — OKoJio 75%. B 12
(57%) cembsix y cubcoB HaOmonaNCs ONMHAKOBBIN (EHOTHII, U3
HuX B 11 cembsx 3a0oeBaHue MPOTEKaIo B HOpMeE XPOHHUYECKO-
IO rernaTuTa ¢ pa3HoM CTENeHbIO MOBPEXK/ICHNUS I1e4eHH, U B | ce-
Mbe — B cMmemanHoi Gopme BB. denotunuyeckas Baprabesinb-
HOCTB HaOmronanack B 3 (14,3%) ceMbsiX, U3 HUX B 2 CEMBSIX OTMe-
YaJI0Ch COYETaHHE XPOHUYECKOTO I'elaTuTa ¢ HEBPOJIOINYECKUMU
MPOABJICHUAMU, BBISIBJICHHBIMU Yy CTApIINX CI/I6COB, 4TO, BEPOAT-
HO, 00YCIIOBJICHO JUIUTEIILHBIM IIEPHOJIOM TIOCTAaHOBKH JIMArHO3a
Y OTCYTCTBHEM CIIeHU(PUIECKON XeaTOPHON Tepanui, a B 1 ceMbe
(eHOTHUITBI CHOCOB COOTBETCTBOBAIN XPOHHYECKOMY M OCTPOMY
renaruty. [IpuunHOit 00ceoBanus MPOOAHIOB B 7 CEMbSIX CTa
OTATOIIEHHBIN HACJIEICTBEHHbIH aHAMHE3: U3 HUX B 2 — B CBA3U C
IIPOBEAEHHON TPAHCIIIAHTALMEH [IEYEHH U B 4 — CMEPTBIO CTap-
miero cudca BCIeICTBUE IEKOMIIEHCHPOBAHHOTO LIUPPO3a MeYEeHI
B ucxozae bB, a B 1 ciiyuae — B ucxoze QyJIbMUHAHTHOTO IeNaTH-
Ta. Y JaHHOW IpYMIIBI TAIMEHTOB 32a00JeBaHNe XapaKTepru3oBa-
JI0Ch Oonee JErKMM TeUCHHUEM.

3axnrouenue. AyTOCOMHO-PELECCUBHBIN TUI HACIEIOBAHUS
BB He no3Bomnser npeayragars 4acToTy BOSHUKHOBEHUS 3a001e-
BaHMs B paMKax oyiHOW cembu. Camoil pactipoctpanéHHO# (op-
Mol bB y netell siBisieTcs M30IMPOBAHHBIA XPOHUYECKH TEIaTHT,
KOTOPBIH IIPH OTCYTCTBUU aJICKBATHOM Teparnuu XapakTepusyeTcs
HEYKIIOHHBIM MIPOTrPECCUPOBAHIEM C Pa3BUTHEM HEOOPATHMBIX U3-
MEHEHUH U JeTalbHbIM ucxonoM. IIpoBenenne cemeitHoro ckpu-
HUHI'a Ha paHHUX 2Tarax Mmo3BOJISACT CYIICCTBEHHO U3BMCHUTD TC-
YEeHHE U IPOTHO3 3a00JIeBAHMS.

®AKTOPbl PUCKA HEJOCTATOYHOCTH
MATAHUA Y OETEW C XUPYPITMYECKUMU
BONE3HAMU

Oxypty6aeBa [.P.", KoHunHa H.A."
Hay4HbI pykoBoguTenb: goueHT H.I. 3BoHkoBa?

'®rAOY BO «[lepBbit MockoBCkuiA rocyAapCTBEHHbIN
MeaULMHCKUIA yHuBepcuTeT nmenn N.M. CeveHoBa»
MwuH3gpaBa Poccum (CeveHoBckuii yHuBepeuTeT), Mockea,
Poccus;

2OrAY «HauunoHanbHbI MegULNMHCKUIA nccnenoBaTenbCKui
LleHTp 3gopoBbs geten» MuHagpasa Poccun, Mockea,
Poccus

Knouesbie criosa: demu; xupypaudeckue 6051e3Hu;
HedocmamoYyHOCMb UMaHus; HympumueHbIl cmamyc;
CKPUHUH2 HympumueHo20 pucka

Axmyanvrocms. Henocrarounocts nutanus (HIT) nmeer BbI-
COKYIO PacpOCTpaHEHHOCTh CPEIH JIeTeH ¢ pa3inuHbIME (hopMa-

MU XUpyprudeckoit naronornd. Heemorpst Ha 1o, uto HII cBsizana
C BBICOKUM PUCKOM HeOIaronpHATHBIX HCXOOB MOCIIE OTePaTHB-
HBIX BMEIIATEIbCTB U JIIUTEIBHBIM IPEObIBAHIEM B CTAIIMOHAPE,
9TH BOIIPOCHI BCE €lI€ HEIOCTATOUHO M3Y4EHBI.

L]env: onpenenutd (HaKTOPbI, BIUAIOUINE HA Pa3BUTHE HEO-
CTAaTOYHOCTH TIUTAHUS M YBEINYECHHE CPOKOB TOCITUTAIN3AINN Y
JeTeH ¢ XUPYPruvecKoil maTooruei.

Mamepuanvt u memooul. B onepeqnoe nccieioBaHue BKITIO-
yensl 205 nereit B Bozpacte ot 2 mec 10 17 et 9 mec, rocnurta-
JU3UPOBAHHBIX B XUPYPrHUECKOE TOpakajabHoe (45), XUpypru-
yeckoe adbnomuHanbHOe (97) u yposoruueckoe (63) oraeneHus.
VY Bcex OONBbHBIX ObLIA ITPOBE/ICHA OLIEHKA HYTPUTUBHOTO PHCKA C
TTOMOIIBIO BAJIMUPOBAHHOM PYCCKOSI3BITHON BEPCUU CKPUHUHTO-
Boro onpocarnka STRONGKkids, comaromMeTpuuecKix napamMmeTpoB
¢ pacu€roM Z-scores (Macca Tena/Bo3pact, poCT/BO3pacT, HHICKC
Macchl Teja/Bo3pact), OMOXUMHUYECKHX MToKa3aTesel (KOHIIeHTpa-
11 B KpoBHU 0011ero Oenka, anbOymuHa, C-peakTUBHOrO Oenka),
MIPOJOJDKUTEIBHOCTH TOCIUTANIN3ANH. bosbHbIe ObLIH pacmpe-
JIeTICHBI Ha 2 TPYIIIBl — C HEOCTaTOYHOCTHIO UTaHuUs (Z-score
NMT/Bo3pact <—-2SD) u 6e3 HeIOCTATOYHOCTH MTUTaHUS (Z-score
NMT/Bo3zpact > -2SD).

Peszynomamei. TIpy moCTynaeHUH AJsL ONIEPATUBHOIO Jieye-
Hust HIT Obuta BeisiBiena y 21 (10,2%) manuenTa. Y Beex nereid
B JIaHHOM rpymme ObuT ycTaHoBleH cpeguuid (23,8%) nim BbICO-
knit (76,2%) pucku pazsutust HII. Y manuenros 6e3 HIT Huzkui,
CpemHUil U BBICOKMH puCKH BbIsBIEHB! Y 39,1, 37, 23,9% nereit
cooTBeTCTBEHHO. Memuana (Q —Q,) NPOIOKUTENLHOCTH TOCTIH-
tanuzauu nerei ¢ HIT cocrasuna 14 (12,0-20,5) nued, yro B 1,4
pasa 6onsbire (p = 0,015), uem y fgereil ¢ ageKBaTHBIM HYTPUTHB-
HbIM ctatycoM — 10 (6—17) nueii. bonpmmucTBO OombHBIX ¢ HIT
HaXOAMJIMCh Ha JICUCHUU B OT/EJICHUSAX TopakayibHOU (57,1%) u
abnomunanbsHOM (38%) xupyprun. [Ipu 3TOM OonpeneneHsl 3Ha-
ynMble pakropsl pucka HII y gereii: Bo3pact crapiie 7 JieT, *KeH-
CKHI1 10J1, TOPAKaJIbHOE XUPYPrUYeCKOe BMELIATEILCTBO, XPOHH-
YecKoe 3a00JIeBaHNEe, BBICOKHH HYTPUTHBHBIH PHCK MO OMPOCHUKY
STRONGKids, runoans0ymuHeMust (< 35 r/11), MOBBIIICHUE YPOB-
Hs1 C-peakTUBHOTO OeKa B KPOBH.

3axnouenue. HI1 'y neteit ¢ xupyprudeckoit matoinorueii nme-
€T BBICOKYIO YacTOTy M MPUBOIUT K YBEIUYECHHIO JUIUTEIBLHOCTH
TOCIIMTAJIN3aluu. HpOBe)leHI/IC HYTPUTHUBHOI'O CKpPMHUHI'A TIPU T10-
CTYIUICHHH B XUPYPIUYECKOE OTACICHHE HEOOXOAUMO JUIS BBISIB-
JICHUSI IeTeil TPyI BBICOKOTO PHCKA, TPEOYIOMINX HEMEIICHHO-
TO Ha3HAYCHHUSI Hy TPUTHBHOM MOIJIEPIKKH.

& ok ok

HEXBATKA OAHHbIX O OUETOTEPANUA

N AHTPONOMETPUYECKUX NMOKA3ATENAX
KAK NPENATCTBUE NPU U3YHEHWUU BONE3HU
BOJIbMAHA

Oposposa A.C., AopodeeBa J1.10.
HayuHbI pykoBoguTtens: goueHT H.I. 3BoHKOBa

®IAQY BO «[epBbit MOCKOBCKMI roCyAapCTBEHHbIN
MeaVLUHCKUIA yHuBepcuTeT nmeHn N.M. CeveHoBa»
Mwunanpasa Poccun (CeyeHoBckuin yHuBepcuTteT), Mocksa,
Poccus

Kniroyeesnble crioea: 0emu; 6one3Hb BonbmaHa; ocobeHHocmu
rnumaHus, iu3ocomMaribHas Kucrias furiasa

Axmyanvnocmo. bone3np Bonbmana (BB) — 3a0oneBanue ¢
PaHHUM 1Ee0I0TOM, SPKOH KIMHUKOH, (haTaabHbIM Ae(ULUTOM JIH-
30COMaJIBHOM KUCJION JIMIIa3bl B pe3yabrare MyTaluu reHa LIPA.
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HasHaueHnune ajekBaTHOTO MUTaHUS U PEPMEHTO3aMECTHTEIBLHOM
tepanuu (O3T) ynyumiaer coctosiHue OOMBHBIX U YBEIHYNBACT
MPOJOKUTEIBHOCTD UX KU3HU.

L]ens: onpenenuTh HEJOCTATOUHYHO OCBEIIEHHOCTH BOIPO-
COB OIICHKH aHTPOIIOMETPHYECKHX JaHHBIX U JUETOTEPAIUU Y
nereii ¢ bB.

Mamepuanwvt u memoouw. Ilouck B ScienceDirect mpoBoguIIcs
C HCTIONIb30BaHUEM KIIIOUEBBIX CIIOB «001e3Hb BombmaHay» u rty-
OuHoIT Toucka 27 ser cortacHo pekoMeHnanusmM PRISMA. Ha-
00p crareil BKIIOYA] UCCIEJOBaHUS C KIMHUYIECKOH KapTUHOM,
1a00paTOPHBIMH, HHCTPYMEHTAJIBHBIMU JJAHHBIMU M @HTPOIIOME-
TPUYECKUMH XapaKTePUCTUKaMU JeTel ¢ bB.

Pesynemamei. Borsineno 11 paboT, B KOTOPBIX MpeJcTaBie-
HBI TaHHBIE 22 MalMeHTOB, U3 HUX 45% neBouku, 32% Mabuu-
KU "1 23% ciiyqaeB 0e3 yTouHeHHs nona. Y 2 neTei KIMHHUKa 110-
SIBHJIACH C POXJICHUS, CaMbli MO3IHUI NeOOT OB OTMEYEH B
Bozpacte 12 mec y 1 GonbHOro. Cpeu Bcex naueHToB 16 ymep-
710, caMblil paHHUI BO3pacT cMepTH 4 Mec (n = 3), no3aHuii 27
mec (n = 1), 6 6onbHBIX BB Ha MOMEHT HanucaHus cTareii ObLUTH
*uBbl. Tonbko 36,4% nanuentoB nomaydanun O3T. Poct npu po-
JKIeHUH He ykazaH 'y 91%, y 3 coctasmsan 51 cm (n =2) u 50 cm
(n =1). lannble 0 Macce Tena IIpU POXKACHUU OTCYTCTBOBAIH Y
82%. Y 5 nereit onu Bapsuposaiu ot 2600 1. 10 3910 . V 4 na-
LIMEHTOB Macca K BO3pacTy oTBedaiia Hopme (Z-scores: 0,55; 0,54;
1,95;-0,59), y 1 natmenra 6suta <—4 SDS. VYV 3 (13,6%) nereit Ha
MOMEHT TOCTYIIJICHHsI OTMeuanach 3aaepxka pocra (< —2 SDS).
V 4 nereii mokazaTenu pocTa Mocie Tepanui COOTBETCTBOBAIU
HOpMaJIbHBIM 3Ha4eHusM (Z-scores: 0,59; 0; 0,70; —1,40;). Xapak-
Tepuctuka nutanus 45% nereit HeusBecTHa. [ pyaHOE BCkapMIId-
BaHue ObuI0 y 1 GosibHOTO, OCHe Ae6roTa 3a00sIeBaHKs Ha3HAYe-
HBI MaJIbTOZIEKCTPUH, TPUIIULIEPU/IbI CO CPEIHEH JITMHHOM 1ienHy,
JKUPOPAcTBOPUMbIE BUTaMHUHBI. HU3K0XKMPOBBIE, COEBBIE MM TH-
JIpONHU3UPOBAHHbBIE cMecH nonydanu 3 aereil. Ha momxom mapen-
TepaJlbHOM IMUTaHUU HaXonuics | peOEHOK, Ha YaCTUYHOM C J0-
6asnenueM 20% anpOymuna — 1 nanuent. Huskoxuposas aue-
Ta PeKOMEH/I0BaIach 6 OOJIBLHBIM.

3axnouenue. PanHee BbLsiBIeHUE U JiedeHue bB yBennuusaer
TIPOAODKUTENBHOCTS XM3HH manueHToB. Jletn ¢ BB myxnatorcs
B aJICKBATHOM IIMTaHMU [Vl pOCTa U pa3BUTHUs. JJaHHbIE aHTPOIIO-
MCTPHUU U OCO6CHHOCTCI>i MUTaHUs NPEeACTaBICHBI HEAOCTATOYHO,
YTO NPENATCTBYET KOMIUIEKCHON quarHoctuke bB.

FMrueHNYECKAS OLIEHKA PACMNUCAHUA
YYEBHbIX 3AHATUWN ONA YYALLUXCA
2-4-x KITACCOB

OpyxunHuH A.B.
HayuHbi pykoBoguTtens: M.A. YaikoBckas

YO «lomenbcknii rocyaapCTBEHHbIN MEANLMHCKAIA
yHuBepcuteT», lomens, Benapycb

Kriroueable crioga: eueueHUYecKasi oueHKa pacrnucaHusi
y4ebHbIX 3aHamul 05 yHauuxcsi 2—4-20 knacca

Axmyanbnocms. VI3MEHYMBOCTD 3I0POBBS AETEH CBS3aHA C
JeHCTBUEM pa3NuyuHbIX (HakTOpoB. IHTEHCHBHOE yBEIUUCHUE HH-
(hOpMAIHOHHBIX TIOTOKOB M MOJICPHU3AIINS [IIKOJILHOTO O0YYEHHS
00yCITOBINBAET HEOOXOAUMOCTh €ro onTuMu3anuu. OpraHuzarms
00pa3oBaTeNpHOrO MPoLecca PErIaMEHTHPYETCsl HOPMAaTHBHO-TIPa-
BOBO# Oa3oii Pecriyonuku benapycb. OCHOBHBIM IPHHIIUIIOM Op-
raHu3aIK 00yUYCHUS SBJISICTCS CO3aHUE 3[I0pOBhecOeperaroIeit
cpezbl TpyJa 1 OT/bIXa JeTei.

Llenv: IpoBECTH THTHEHHYIECKYIO OLICHKY PACIHCAHUsI 3aHs-
TU# U1 ygamuxcst 2—4-ro kmaccos (Ha mpumepe YOCO Yayccxko-
ro paiioHa, Moruiésckoii oomacT).

Mamepuansl u memoosl. Matepuanom Hamieid paboThl SBU-
nick pacnucanus ypokoB YOCO Yaycckoro paiioHa. MeTtozsl —
TEKYIIUH ¥ CUCTEMHBIH aHaJIU3 C UCTIOJIb30BAHUEM PAHTOBOM IIKA-
JIBI TPYAHOCTHU, KOTOPBIH BBIITOJIHSIT aBTOP IyOIMKAIMY JINYHO, Pa-
0oTast TOIPKHOCTH TIOMOIIHUKA Bpava-ruruenucra B 2022/2023
y4eOHOM TOTTY.

Pesynomamer. YcranopneHo nuppoBoe 3HaYCHUE PAHTOBOM
HIKaJbl TPYAHOCTH HeJeIbHON Harpy3ku B Oamtax B ['YO «Boi-
KOBUYCKAsl Cpe/iHss MIKoIay: 2-i kiacc — 148; 3-if kimacc — 168;
4-i1 kmacc — 166 6amnoB. B pacriucannu 3-x 1 4-X Ki1accoB y4eo-
HBIE TIPeIMETHI, TpeOyIomue OOIBIIOr0 YMCTBEHHOTO HaIpshKe-
HUSL, COCPEJOTOYCHHOCTH M BHUMAaHUsI, PacIlOJIOKEHb! HA 1-M u
4-M y4eOHBIX 3aHATHAX, IPH PEKOMEHIyEMOM PACIIOIOKEHUH Ha
2-m u 3-m. I'VO «TopboBuucKas cpefHsis IKoua»: 2-i kiaacc —
136; 3-it — 145; 4-it — 149 6amos. 'YO «CnactéHoBckas cpen-
HsIS IIKOJIay: 2-i kinace — 135; 3-ii — 163; 4-ii — 165 6aios.
B pacniucanuu 3-ro kiacca n3ydeHue y4eOHBIX MpeaMeToB (Ma-
TeMaTHKa, 0eJI0pyCCKUi (PYCCKUI) SI3bIK, HHOCTPAHHBIN S3bIK)
IIPOBOJUTCS Ha 5-M y4eOHOM 3aHATHUH, IPU HOPME HA 2-M U 3-M.
B I'VO «Cpennss mkona Ne 1 . Yayce»: 2-if kinacec — 136; 3-i
— 167; 4-it — 163 Oaju1a B pacUCaHUU YPOKOB 3-X U 4-X KJIac-
COB ONTHUMAJILHO U3YYEHHE MAaTEMaTHKHU, OEII0PYCCKOTO (PyCCKO-
TO) SI3bIKa ¥ MHOCTPAHHOTO SI3bIKa Ha 1-M U 2-M ypoKax.

3axnouenue. HeoOXx0ANMOCTb yCHIICHNSI BHUMAHUS K ONTH-
MU3aluM 00yUeHHUS U NIPOBEICHUS CBOEBPEMEHHOIO KOMILIEKCA
IpoUIAKTUUECKUX MEPOIPUATU OyayT CiocoOCTBOBAThH COXpa-
HEHUIO U YKPEIUICHUIO 3J0POBbs IIKOJILHUKOB.

TPOMBO3MBONUA NEFOYHOWN APTEPUN
Y PEBEHKA C BOJIE3HbIO KPOHA

Obiwesa A.U., Tynynosa C.A.
HayuHbin pykoBoauTtens: goueHT J1.E. llapuHa

OrAQY BO «Poccumnckuin HaumoHanbHbIn
nccrnefoBaTenbCkuii MEAULMHCKUA YHUBEPCUTET UMEHN
H.N. Muporosa» Munsgpasa Poccumn, Mockea, Poccus

Kniroueeble crnosa: KnuHuYeckul criyyall; eocnanumesibHblie
3aboniesaHusi KUWeYHUKa;, mpomboambonus néaoqyHoul
apmepuu; rMHeeMoHUsI

Axmyanbnocmy. BocnanntenbHble 3a00eBaHIS KHIIETHUKA
(B3K), Britouasi si3BeHHBIN KOJUT U Oone3Hb Kpona, — 3to 3a-
6OJ'[eBaHI/I$I, IIPU KOTOPBIX IMOBBIIIACTCA YPOBCHb HUTOKUHOB, I10-
BPEXKIACTCS SH/IOTEIN, aKTUBUPYETCS KacKa]| CBEPTHIBAHUS KPO-
BU. JlaHHbIe (DAaKTOPBI MPUBOAAT MAIMEHTOB K BHICOKOMY PHCKY
Pa3BUTHS )KU3HEYTPOKAIOIINX TPOMOO30B.

Onucanue kaunuueckoeo ciyuas. Jleouka, 16 jet, HaOm0-
naercsi ¢ 6one3Hbto KpoHa, B CBSI3M € CAMOCTOSITEIbHOW OTMEHOM
Teparry roCuuTajaIn3upoBaHa MOBTOPHO € MNPOSABJICHUSAMU I'€MO-
konuta. Ilpu nocrymnenun: tsokénas anemus (Hb 67 r/i), BbI-
COKasl BOCHAJIUTEIIbHAs aKTUBHOCTh — ypoBeHb C-pPEaKkTHBHOTO
Oenka B kpoBu 122,5 mr/m. [Ipn aHanmu3e remocTasa: CHIDKCHUE
npoTpoMOnHOBOrO HHAEKCa (58%). HCTpyMEHTAIBHO BBISBICH
MAHTACTPHUT C TEMOPATNYEeCKUMH SPO3USIMU aHTPAIBHOTO OTAENa
JKEJyJIKa, AYOICHHUT, 3PO3UBHO-TEMOPPArHYCCKII TAHKOJIUT, TIPH
MIPOBEICHNUH OMOIICHU KOHTAKTHAsi KPOBOTOYMBOCTb. Y YUTHIBAS
9HJIOCKOITMYECKYIO KapTHUHY, peOEHKY BO30OHOBJICHA Teparus HH-
(mukenMaboM. 3a Mmepuo roCIUTAN3alUH Y OOJNIBHOM OTMeda-
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JIOCh IPUCOEANHEHHE Kallllsl, HAPACTaHUE BOCTIAJIUTENILHONW aKTHB-
HocTH. [1o TaHHBIM peHTreHorpaduu TErkux HHQUIBTPATUBHEIC
M3MEHEHUs B HUKHUX oTzenax cieBa. CocTosHUE PACIiEHEHO Kak
TEYEHHE THEBMOHUH, CTAPT aHTUOAKTEPHUAIBHOM Teparuu Ha 0c-
HOBaHMU 11oceBoB. Ha ¢oHe Teparnuy — orpuuaresibHas AMHaAMH-
Ka B BU/I€ MOSIBJICHUS [IPaBOCTOPOHHET0 ruapoTtopakca. IIposene-
Ha komIibroTepHast Tomorpadust (KT) opraHoB rpyiHON KIETKH C
BHYTPHBEHHBIM KOHTPACTUPOBAHUEM: THarHOCTHPOBaHA TPOMOO-
amOomnust érouHoi aprepuu (TOJIA) — nedexT KOHTpacTHpOBa-
HUST HIOKHE0JIEBOM JIETOYHOM apTepun clieBa, HapacTaHUe THIPO-
TOpaKca, ruiponeprKap. BBuIy BHICOKOTO prCKa KPOBOTEUECHUS
0T TpoMOoIu3uca ObUIO PEIIeHO BO3AEPKaThCsl, HayaTa remnapu-
Hoteparnus 25 EJI/kr/4, ¢ nocTimkeHneM [eIeBOro 3Ha9eH s THTIO-
koaryssiiiui. CocTosiHue peOEHKA C TIONOKUTEIBHON INHAMUKOM,
OTMEYAETCs] yMEHbIIEHNE BOCIIAIUTENbHON aKTHBHOCTH, IIPOAOI-
JKAETCs Teparusi B OTACICHUU raCTPOIHTEPOJIOTHH.

3akarouenue. TlpencraBieHHbIN KIMHUYECKUH ClTy4Yail IEMOH-
crpupyet Tsbkénoe teueHue 6onesnu KpoHa ¢ pasBuTuem xus-
Heyrpoxatomero ocnoxHernss — TOJIA. ¥V mamuentos ¢ B3K n
CHUMITTOMaMH TIOPA)KEHHUSI OPraHOB JbIXaHUs HEOOXOIMMa HAaCTO-
POXEHHOCTH B OTHOLIeHUH pa3BuTus TOJIA u npoBeaeHue cooT-
BETCTBYIOLIUX MeTO10B Bu3yanusanuu — KT-anruorpaduu. Ha-
3HAUeHHME aHTHKOATYJITHTHOM Tepanuu y nauuertos ¢ B3K HeoO-
XOIMMO IPOBOJUTH B MHMBH/yaIbHOM HOPSIIIKE.

& 3k ok

OKA3AHUE CTOMATOJIOMMYECKOM NOMOLLMU
OETAM C XPOHMYECKUMU 3ABOJIEBAHUAMU

ObsikoHoB KO.M.

Hayu4HbIn pykoBoAguUTesNb: JOKTOP MeA. HaykK
E.B. AHTOHOBa

OrAY «HaumnoHanbHbI MEANLMHCKUIA NCCIeaoBaTENbCKUN
LeHTp 3gopoBbs geten» MuHagpasa Poccun, Mockea,
Poccus

Knouesbie criosa: demu; cmomamoriocudyeckasi noMolb;
XPOHU4YecKue 3abosnesaHusi; Kayecmeo; podumenu;
aHkemuposeaHue

Axmyanvnocmu. Jletn, cTpafaronme TSOKETBIMI XPOHHIECKIMH
3a007IeBaHNAMH, HYKIAIOTCS B CAHAIIUK 04aroB NHGEKINH IS IPO-
(UIaKTHKY BO3MOXKHBIX OCIOKHEHHH. OKazaHue CBOEBPEMEHHOM
CTOMATOJIOTMYECKOH IIOMOIIY STUM MALUEHTaM OCOOEHHO BaXHO.

Mamepuanvt u memoou. IIpoBenéH aHaNN3 JaHHBIX UCTOPUI
6one3nn 121 peGEHKA ¢ XPOHUYECKUMHU OOJIC3HAMH, a TAKKE pe-
3yJBTaThl AaHKETHPOBAHUS POJHUTENEH OOTBHBIX O JOCTYITHOCTH H
KayecTBe OKa3aHHs CTOMATOJIOTHIECKOH ITOMOIIH AETAM (HCIOIb-
30BaHa pa3paboTaHHAs aBTOPOM aHKETa ¢ 22 BOIPOCAMH).

Pe3zynemamei. YCTaHOBJIEHO, UTO BO3PACT OOJIBbHBIX, HYXK/aB-
LIMXCS B CTOMATOJIOTHYECKON IIOMOIIH, KostebneTcest oT 4 Jiet § mec
1o 12 ner 8 mec (Me 7 et 8 mec). boneBoli cuHapOM OTMEUCH
y 34,7% nereii, HanmMuMe KapHO3HBIX 3y00B — y 27,3%, nedex-
TBI CIM3UCTON monoct pra — y 11,5%, paspymenue 3y6os —
y 10,7%. Y OonbHBIX AeTel yacTo BCTpeyaauch Kapuec 3y00B —
38%, 3yOHbIe HapocThl — 24%, nepruogoHTUT — 19,8%, umie y
7,4% nereil nonocth pra ObU1a CAHUPOBaHA. AHKETUPOBAHUE PO-
JUTeNen 1mokasano, 9to 63,3% 13 HuX OBLTH YaCTUYHO HE YIOBIIET-
BOpeHbl, a 30% MOIHOCTBIO HE Y0BJIETBOPEHBI KaUeCTBOM OKa3a-
HUSI CTOMATOJIOTHYECKOM MTOMOIIN AETSM 110 MECTY >KHTEJILCTBA.
Cpenu pUYUH Ha 1-M MecTe — AIUTEIBHOE OXKUIAHHE 3aIHCH K
cneuuanucty (36,7%), yran€HHOCTh CTOMATOJIOTHYECKOI KIIMHU-
KM OT MecTa )utenbersa (23,3%), 26,6% pecroHIeHTOB OTMETH-

JIM OTCYTCTBHE HEOOXOIMMOH OCHAIIEHHOCTH CTOMATOJIOTIECKOTO
KaOMHEeTa ¥ HU3KYIO KOMIIETEHTHOCTb MEIUIIMHCKOTO TIepCcoHaIa,
B 3,3% ciydasx MOMOILb AETSIM He Oblja OKa3aHa BBHIY OTCYT-
CTBHS Bpada-ctomarosiora. Yacrora oOpaiieHus 3a CTOMaToJIOT -
yeckoit momourpio 1 pas B roj BeisiBiieHa B 36,7% ciyyaes, | pa3
B 6 Mec — B 36,7%, pexe 1 paza B roq — 10%, 16,6% ue oOpa-
IAJIUCh 32 CTOMATOJIOTUYECKON MOMOIIBIO TI0 MECTY KHUTEIbCTBA.

3axnouenue. OCHOBHBIE IPUINHBI HECBOEBPEMEHHOTO TIOIY-
YEHUsI MAIMEHTaMH CTOMAaTOIOTMYECKON MOMOIM WIH €€ OTCYT-
CTBHSI — JUIMTEJIBHOE OXKHJIAHHE 3allMCH K Bpayy-CTOMATOJIOTY,
YAAIEHHOCTD KITMHUK, HU3KUH YPOBEHb KBATH(DUKAIIMN METHITH-
CKOT'0 TIEpCOHAJIa U HEIOCTATOYHAsl OCHAIEHHOCTh CTOMATOJIOTH-
4ecKoro kabuuera, B 3,3% ciyuaeB — OTCYTCTBHE Bpada-CTOMATO-
JIoTa TI0 MECTY JKUTEeNbCTBA. Pa3BUTHE CHCTEMBI OKa3aHUs CIeIHa-
JU3UPOBAHHON CTOMATOJOTHYECKOH MOMOIIYU JETSIM SIBIISIETCS
BaKHOM 3aj1a4eil 0TeYeCTBEHHOI'O 3/[paBOOXPaHEHHUS.

CNOCOBbI XUPYPITMYECKON KOPPEKLIUU
BANbIYCHbIX JE®OPMALIUA CTOMNbI Y AETEN

EBpokumoBa 0.

HayuHbI pykoBoauTens:
npodceccop I.B. CnusoBckum

Pre0yY BO «Cubupckmii rocyaapCTBEHHbIN MEAULIMHCKAI
yHuBepcuteT» MuHsgpasa Poccuu, Tomck, Poccus

Kniroyesbie crioea: nrnockoearnb2ycHasi 0eghopmauyus;
opzaHornnacmuka; MeduUUHCKUe Mamepuaribl; UMIiaHmebl;
Hukenud mumaHa,; demu

Axmyanvrocmy. IlnockoBanerycHas aedopMarust CTOIBI sIB-
JSIeTCsL OJJHUM U3 PACIPOCTPAHEHHBIX OPTOIEANUECKUX 3a00IIeBa-
HUil y nereif, TpeOyromux KOMILIEKCHOr o jleueHus. CBOeBpeMEH-
HOe U 3(Q(PEeKTHBHOE JICUCHNE HTPACT BAXKHYIO POIIb B IPEIOTBpA-
IIEHUH OCJIOXKHEHUH M 00eCTIeueHN HOPMAIbHOTO Pa3BUTHA H
(yHKITMOHHPOBAHUS OMOPHO-IBUTATEIBHOI CUCTEMBI Y peO&HKa.
Jlnst JOCTIOKEHHUS STON LIeNI AOCTYITHBI Pa3IMYHbIE METOABI Jie-
YEHHs, KOTOPbIE BKIIIOUAIOT KaK KOHCEPBATUBHbIE TOAXObI, TaK U
XUPYPrU4eCKUe METOBL.

Lens: ymydlleHUe pe3ylbTaToB JCYEHUS JETel ¢ BalbIyC-
HO# aedopMalerd CTombl U OleHKa 3PPEKTHBHOCTH MPUMEHE-
HMS apTpo3pe3a NOATAPAHHOIO CyCTaBa MMIUIAHTOM U3 IIOPHCTO-
r0O HUKEJIU/A TUTAHA.

Mamepuanvt u memoowt. Chopmuposana rpynmna u3 120 ge-
Tell ¢ BanbrycHo nedopmanueil cronsl. M3 Hux 25 netell npouuiu
XUPYpPIrU4ecKoe JedeHue, y 95 nereil IpuMeHsics KOHCEepBaTUuB-
HBIH Tonx0/1. Be1Oop MeTona aeueHus MpoBOAMIICS ¢ yIETOM BO3-
pacra nanuenTa. KoHcepBaTuBHOE JIeUCHUE BKIIIOYAJIO KyPChI JIe-
4yeOHOM (QU3KYNBTYpBI, MAacCaX, NHAUBHUIYaIbHbIN 0A00p OpToIe-
JMUECKUX CTEJIEK M crienualibHoi 00yBu. Y nereit crapue 10 et
1 IpU HaJIMYUU TOKAa3aHUH IPUMEHSIICS aBTOPCKUI XUpypruye-
CKMI METO[1 JIEYEHHUS C UCIO0JIb30BaHUEM UMILIAHTOB U3 IOPUCTOIO
HUKeHa THTaHa. MeTouka BKII0UaeT KOPPEeKIuio aedopmarmu
HOATapPaHHBIM aPTPOIPE30M C IPUMEHEHUEM MMILJIAHTOB U3 IIOPU-
CTOrO HUKEIMJA TUTaHA, YTO B CBOIO OUEPelb I103BOJISIET BOCCTa-
HOBUTbH HEIOCTAIOIIYIO CYCTaBHYIO IIOBEPXHOCTb U MAaKCUMallb-
HO MOJIEJIMPOBAaTh HOPMaJIbHbIH CBOJ CTOIIBI.

Pezynemamut. TIpu ucronb30BaHUM KOHCEPBATUBHOIO JIede-
HUSI IOJIOKUTEIIbHAS AMHAMUKA HaOroanack B 70% ciydaes. Ot-
HOCHTEJIBHBIMH €10 HEJJOCTAaTKAMHU SIBIISUIMCH HEBO3MOXKHOCTB I10JI-
HOT'0 yCTPaHEHUs! IaTOJIOTHH, JUINTEIbHOCTD JICYSHUsI U OTPaHu-
YyeHus 1o Bo3pacty. [IpeanoxkeHHbIi aBTOPCKUI XUPYPrUuecKuil
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METOJI C UCTIOIH30BAHUEM MOPUCTOIO HUKENHM/Ia TUTaHA ITOKa3all
100% sddextuBHOCTD. [TONOKUTENEHBIME CTOPOHAME JTaHHOTO
METO/Ia SBJISUIUCH BBICOKAsI IPOYHOCTD, IETKOCTh, THIOAJLIEPreH-
HOCTb, OTCYTCTBHUC MUI'DALlMN UMILIAHTA B ﬂaﬂbHeﬁLﬂeM.

3axnrouenue. BeIsiBIeHa BBIpQKCHHAS TTOJ0KUTEIIBHAS ITHA-
MHKa [IOCJIe XUPYPTHIECKOTO JICUCHNUS IeTeH ¢ BalbIyCHOI Jie-
(dopManueil cTombl ¢ HCIOJIB30BaHHEM MMIUIAHTOB U3 HUKEIHIa
tutana. [1010KNUTeTbHBIME CTOPOHAMHU JAHHOTO METO/IA JICUESHUS
SIBJISIFOTCSI BO3BMOYKHOCTD TTOJTHOH KOPPEKIMH Ae(hOpMALMH, OTCYT-
CTBUE OIPAHUUCHUH 110 BO3PACTy U Oosiee ObICTPOE BOCCTAHOBIIC-
HHE (QYHKINHA CTOIBL.

k 3k sk

FrEHETUMECKW OETEPMUHUPOBAHHASA
KAPOUOMMONATHUA C AUNATALUNOHHBIM
®EHOTUNOM

EropeHkoB A.A.', CasuroBa H.A.2, ficHeBa A.M."

Hay4Hbi pykoBoguTenb:
npodpeccop E.H. Bacapruna'?

'®rAQY BO «[epBbit MockoBCKkUiA rocyAapCTBEHHBIN
MeauUUHCKUiA yHuBepceuteT nmeHn N.M. CeveHoBa»
MwuH3anpaBa Poccun (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus;

20lAY «HaumnoHanbHbI MeauLNHCKKIA nccrnenoBaTernbCKUi
LleHTp 340poBba aeten» Munasgpasa Poccun, MockBa,
Poccus

Kriroueabie criosa: KnuHuyeckul criydyal; kapouomuonamusi;
OunamauyuoHHas Kapduomuonamusi; cepOeyHasi
Hedocmamo4yHoCMb

Axmyanrvnocms. JIunatranumoHHas KapIHOMHUOMATHS
(AKMIT) — nopaxkeHne MHOKapa, XapakTepu3yloleecs BbIpa-
JKEHHBIM PacUIMPEHHEM KaMep Cepilia CO CHIKEHHEM CHCTOJIU-
geckoi (yHKIuH. ['eHe3 3a00eBaHus HEpPEIKO CMEIIaHHBI U B
20-50% ciydasx 0OycIOBIEH MyTallMIMHU B T€HAX, KOIUPYIOLIUX
CapKOMEpHbIC OCJIKH.

Onucanue Kaunuuecko2o cayyas. Y N€BOUYKH € OTATOIEHHOM
HACJIE/ICTBEHHOCTBIO (CHOC U3 IBOMHU — JIETAJIbHBII HCXO Ha 1-M
rOy JKU3HH, 10 IaHHBIM ayToncuu — GpudpoanacTos) nedIoT 3a-
GoseBaHMs — C BBIPAXKEHHON KIMHUKH CEPAECUYHON HEIO0CTaTOU-
HOCTH B BO3pacTe 3 Mec (MBIILeYHasl cI1a00CTbh, BSIIOCTh, OTKA3
OT e/1bl, ONIETHOCTH KOXKHBIX IOKPOBOB € IMAHO30M HOCOTYOHO-
IO TPEYTOJIbHHKA), IO TSDKECTH COCTOSHUS OblIa TOCIHUTAIU3HU-
pOBaHa B peaHUMAIIMOHHOE OTAEJICHUE [0 MECTY JKUTENbCTBA, 10
JaHHbIM o0cnenoBanus quarnoctuposana JJKMIIL. B repanuu —
KpaTKOBpeMEHHast KapJHOTOHUYECKast MOAJIepKKa, HHUIIUHPOBA-
Ha Teparus XpOHU4IeCcKoi cepaeunoit Henocrarounoctu (XCH). B
KapIHOJIOTHUECKOM OT/IeNIeHHH HabroaaeTcs ¢ 1 roga 2 mec, npu
HOCTYIUICHHUH [P SXOKapAnorpaduy BbISBICHA BBIPKCHHAS U~
JaTauus JIEBBIX OTAEIOB cepaua (Z-score KOHEUHOTO JAUacTONIH-
YEeCKOro pasMepa JIeBoro xenygouka 10,5), noselieHHas Tpade-
KYJSIPHOCTh MHOKap/ia, HEI0CTaTOYHOCTh MUTPAJILHOTO KJlaraHa
2-3 crenenu, ¢ppaxims Beiopoca 40%. [Ipu anexTpokapanorpam-
Me — (EHOMEH TIPe/IBO30YKACHHUS JKEIYJI0YKOB. YPOBEHb MO3-
roBoro Hatpuityperudeckoro nentuaa (NTproBNP) 1302 mr/mi.
Bruna ckoppekTuposana Tepanus XCH B COOTBETCTBUY ¢ KIIMHU-
YEeCKUMH PEKOMEHJALUsIMU, UTO [I03BOJIMIIO 32 IIEPUOJ HaOIIoe-
HUSl B T€YEHHUE 6 JIET JOCTUIHYTh CTAOMIM3aLUU KINHUYECKOTO
COCTOSIHUS C YITy4IIEHHEM CaMO1yBCTBUS ((hU3MuecKoe pa3BUTHE
COOTBETCTBYET BO3PACTY, yIOBIETBOPUTEIbHAS TOJICPAHTHOCTD K
Harpy3kam). IIpu 9ToM, o1HaKo, COXpaHIEeTCs] HU3Kask COKpaTH-

TeJIbHasl CIOCOOHOCTh MUOKapa ((ppaxuus Beopoca 36%) 1 BbI-
paKeHHas uiaTalus JeBbIX oTaenoB cepaua. Ilpu monexynsp-
HO-TeHEeTHYeCKOM 00CIeIOBaHNH BBISBICHA HYKJICOTHIHAS 3aMe-
Ha B rene MYH7 B reTepo3UroTHOM COCTOSIHUU.

3axniouenue. YctanoBieHUue reHeTndecko mpuunnsl JJKMIT
H03BOJISIET ONPEAEIUTD IIPOrHO3 3a00/1€BaHUSA U YTOUHUTD IIPEAUK-
TOPBI €ro TAXKEIOrO TEUEHMUS.

MU®bI O BAKUMHOMPODPUINAKTUKE CPEOU
OBYYAIOLLEXCA MONOOEXU

EdpemenHko M.[., dDununnosa [.C.,
Edpemenko IO., Aenbkuu C.0.

HayuHbin pykoBoguTtens: [1.C. ®dununnosa

SrBOY BO «TBepckon rocyaapCTBEHHbIV MEANLIMHCKNIA
yHuBepcuteT» Munsgpasa Poccun, TBepb, Poccus

Kniroueeble criosa: WKObHUKU; CmyOeHmbl;
gaKUuHoMNpogunakmuka,; Mughbl 0 8aKyuHauuu

Axmyanvrocmy. BakiuHOIPo(UIaKTUKA — OAHO U3 KIIIOUe-
BBIX HaNpaBJICHUI B CHCTEME OOIIECTBEHHOTO 3/JpaBOOXPAaHEHUS,
KOTOpOE ITOMOTAET MPEIOTBPATUTD Pa3BHUTHE H PacIpOCTpaHEHHE
MH(MEKINOHHBIX Oome3Hell. HecMoTpst Ha 3TO, B MHUpe CyIIECTBYET
MHOXKecTBO MU(OB 0 BakuuHONpoduIakTuke. B mocnenuue ro-
JIbl BCE aKTHBHEE Pa3BUBAIOTCS OOILECTBA NPOTUBHUKOB BaKIIM-
HAIMM, KOTOPbIE YTBEPKJIAIOT, YTO BaKLMHBI OMACHBI U BbI3bIBA-
10T CepbE3HBIC MOOOYHBIE YQPEKTHL. DTH YTBEPHKICHHS OIIHO0U-
HBI M He MIMEIOT Hay9IHOH JJOKa3aTelbHOW 0a3bl.

Llenv: onpenenuTh pacnpocTpaHEHHbIEe MU(BI O TIPUBUBKAX
Cpenu MoApacTAaoLIero nokoieHus Teepu.

Mamepuanvt u MemoOovl. AHAIN3 JTaHHBIX AHOHUMHOTO aH-
KeTHPOBaHUs 253 CTapIIEKIACCHUKOB U CTYACHTOB KOJUIEAXKEH
r. TBepu.

Pezynomamui. Ha Bonpoc «Cunraere i Bbl, 4TO NpUBUB-
KM 0CINabsiroT MMyHUTET peb€aka»? 26 (10,3%) pecrnonnen-
TOB OTBETUJIH, YTO CYUTAIOT JaHHOE YTBEP:KJEHUE BEpHbIM, 183
(72,3%) — ne cornacuiucs, a 44 (17,4%) — 3aTpyIHUINCH OT-
BeTUTb. CONIACHO 3TUM JAAHHBIM IIPAKTUYECKU TPETH ONPALINBA-
€MBIX He HMeeT YETKUX 3HAaHUH O 3HAYCHUH BaKIIUHAIMN H SIBIISI-
eTcst OaronpHUATHON COLMANBHON TPYIIIOH TS pa3BUTH ME(DOB
0 mpuBHUBKax. Ha Bompoc aHKETHI 0 TOM, 4TO JydIle — repedo-
JIETh U IPHOOPECTH €CTECTBEHHBI HMMYHHUTET WM CAEIaTh IPHU-
BUBKY, 111 (43,9%) onpoiieHHbIX OTBETHIIN, YTO JIYYIlIE C/IeNaTh
npuBUBKY, 64 (25,3%) — sryume nepebonets, 78 (30,8%) — 3a-
TPYAHUINCH OTBETUTH. Cie10BaTeIbHO, O0JIEe TOJIOBUHBL OIIPO-
HIEHHBIX HE OHHMAOT OIACHOCTh MH(EKINOHHBIX OOJIe3HEeH H
HEOOXOMMOCTh CBOCBPEMEHHOM BakiuHanuu. Ha Bonpoc aHke-
TBI O TOM, SIBJSIETCS JIM BaKIIMHALMSI IPHYMHON ayTOUMMYHHBIX H
anneprudeckux OosnesHew, 55 (15,4%) oOyvarommxcs OTBETHIH
noJoxuTenbHo, 138 (54,5%) — orpuuarensno, 77 (30%) — 3a-
TPYIHUITHCH OTBETUTH. TakuM 00pa3oM, OYTH TTOJIOBHHA OIPaIIIH-
BaeMBIX HE UMEET 3HAaHHH O IPHYMHAX ITOSBICHHS 3a00IeBaHNUH,
AIJIEPrUYeCKUX PEeaKMi ¥ 3HAYEHHN BaKLIIMHONPO(PHITAKTHKH.

3axnouenue. OGyyaronecs: AeTH U MOAPOCTKH CKIOHHBI K
JOMBICJIaM U IpeApacCyAKaM O NPUBUBKAaX U HE UMCIOT 10CTAaTO4-
HOTO ypOBHs 3HaHUH 0 3HaueHuu BakiuHauuu. [lupokoe oOyue-
HUE M OpraHu3alys CAHUTAPHO-MPOPHIAKTHUSCKIX MEPOIPHS-
THI Cpellr yyalieicss MoNoAEKHU BHECET 3HAUUTENbHBIN BKIaJ B
pa3BeHunBaHUE MU(OB O BAKIIMHOMIPOPHIAKTHKE.
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IMWKONEHO3A 1A TUMNA Y PEBEHKA NrPYOHOIO
BO3PACTA

Xapos P.B.

HayuHble pykoBoautenu: goueHT E.E. JlapmoHoBa,
accucteHT A.A. BonkoBa

OrbOY BO «[NprBOMKCKMI nccnenoBaTenbCKuin
MeauLMHCKUI yHuBepcuTeT» MuHsgpasa Poccuu,
HwxHuin Hoeropog, Poccus

Krnrouesnble crosa: 0emu; ariukoeeHo3 1a muna;
2ernamopeHaribHbIl efuko2eHo3; deghuyum aroKo30-6-
gochamasbl; e/lUKO2eH,; 2Unoaukemust

Axmyanvrnocms. InukoreHoBasi 00J1e3Hb la THIIA — peaKoe
HACJIEJICTBEHHOE 3a00JIeBaHKUE, KOTOPOE CBSI3aHO C Je(YUITUTOM
DIII0K030-6-(hocharasbl U aCCOLMMPOBAHO C W30BITOUHBIM HAKOTLJIC-
HHUEM INIMKOI'CHA B IICYCHU, ITOYKAX U CIIM3UCTOMN O6OJ'[O‘1K€ KHIICY-
HUKa. 3a0oneBaHue 1e0IOTUPYET B TEUCHUE [IEPBOIO I'0/1a SKU3HU
1 MaHH(DECTUPYET TSHKEITBIM IMOPAKEHUEM ITeUeHH, TOYEK, THUITO-
mmkeMuer. CTeneHb TSHKECTH, BO3pacT Hayajla CHMIITOMATHKY H
MIPOTHO3 3a00JICBAHUS 3aBUCAT OT THIIA TIIMKOTEHO3A.

Onucanue kaunuuecko2o ciyyas. Y J1€BOUKHU B 1-€ CyTKHU KU3-
HH BBISIBJICHA TUITOIIMKEMUS 110 1,1 MMOJIB/J1, CyJOpOTH, JABIXaTelb-
Hble HapymieHus. COCTOsIHAE CTaOUITU3UPOBAIOCH Ha (HOHE BHY-
TPHUBEHHOTO BBEJCHUS IIIOKO3bI. B nambpHeiimeM amOynaTtopHbie
M3MEpEHUsl yPOBHS NIMKEMUH HE TIPOBOAMIINCE.

B Bo3pacre 4 Mec Ha (OHE PUCOCAUHEHHS OCTPOH peCIH-
paTopHON MHGEKUUH 0TMEYATIOCh yXyALIEHHE COCTOSHUS, B CBS-
31 ¢ 4eM peOeHOK ObUI rOCHUTAIM3UPOBaH. B cTanmonape BbI-
SIBJICHBI AMU30/IbI TUTIOTTHKeMHHU 710 0,5 MMOJB/1, 6€3 KIIHHHYe-
CKHUX TMPOSIBICHUH. [MIOMTHKeMHUsT KYyIIHPOBaHA BHYTPUBEHHBIM
BBEJICHHEM DITIOKO3bL. [Ipu ocMOTpe BbIsSIBIeHa remnaroMeranus +
3,5 cM u3-noj pebepHoii ayru, crieHomeranus + 1,5 cm. B 6no-
XMMHYECKOM aHAJIN3€¢ KPOBU — MPU3HAKH YMEPEHHOTO CHHPO-
Ma 1rosin3a (acrapraramuHoTpancdepasa no 186 EJI/n, ananun-
amuHoTpancgepasa 1o 80,2 EJI/n), runepxonecrepunemus 9,8
MMOITB/JI, TUIIEPTPUIIHLEPUAEMHES 10 28,4 MMOITB/J, TIOBBIIICHHE
YPOBHEH JIMIONPOTEH IOB HU3KOM MIIOTHOCTH 3,63 MMOJIB/JI, JTaKTa-
taiuo3. [Ipu Y3U opranoB OprOIIHOM MOJIOCTH ObLITH BBISBICHBI
renaromeraius, 1udQys3Hple N3MEHEHUS TKaHH NEYSHHU TI0 THITY
¢ubpo3a, HavaNbHbIE IPU3HAKY NOPTAIbHON runeprensuu. [lpu
V3U nouek — yBenuueHue u AupPy3Hbie U3MEHEHUS MTapEeHXH-
MBI B 00€HUX MMOYKaX. 3aro103pEHO HACIEICTBEHHOE 3a00JIeBaHIe
obmeHa. [Ipu MOJeKyIIpHO-TeHETHYECKOM 00CIIeIOBAaHHHU IO
TBEPK/ICH IIMKOT€HO3 1a THIa (TOMO3UTOTHBIN TATOTCHHBIH BapH-
anT ¢.247CT rena G6PC1). B Hacrosiiee Bpemst peOeHOK HaOIto-
JIaCTCsl B YHHUBEPCUTETCKON KinHuke. ITomy4aer ieuedHyo cMech
Nutrilon Ienrtu ['actpo xaxkapie 3 yaca, KyKypy3HbIil Kpaxmai 10
20 r B neHb (¢ J0OaBIEHUEM B CMECh WIIH IPUKOPM) IPOOHO TI0
gacam, ypcocaH 15 MI/KT B CyTKH IOCTOsIHHO. [IpoBoxuTest auc-
MaHCepHOE HAOIIOAEHHE C UCTIOIb30BAHIEM CHCTEMBI HEIPEPHIB-
HOTO MOHMUTOpHHTA TTIOKO3bI FreeStyle Libre, koHTposb GroXu-
MHYECKHX [OKa3aTesiel KPOBH Kax/IbIe 3 Mec.

3aknouenue. TUNOTITUKEMHST HOBOPOXKIEHHBIX JIOJKHA Ha-
CTOPaXXUBATH TIeJMATPa B IUIAHE TUATHOCTUYECKOTO TOHMCKA Ha-
CJIEICTBEHHBIX 3a00JeBaHNIT 0OMEHa JIIS CBOEBPEMEHHOM MX JTU-
AQrHOCTHKH M KOPPEKIUH.

BOJNIE3Hb KABACAKW Y PEBEHKA 15 NIET

3a6otunHa K.A.

HayuHbI pykoBoguUTenb: KaHA. MeAd. Hayk
10.0. KocTnHa

®rAQY BO «[epsbit MOCKOBCKUIA rOCy0apCTBEHHbI
MeauuUMHCKUA yHuBepeuTeT nvern .M. Cevernoa» MuHsgpasa
Poccuu (CeuveHoBckuin yHuBepeuTeT), Mocksa, Poccus

Knrouesnie criosa: knuHu4eckul criyqal; demu; 6051e3Hb
Kaesacaku, aHespu3Mbl KOpOHapPHbIX apmepuli; duazHocmuka

Axmyanvrhocmys. bonesnp KaBacaku — ¢opma naronoruu co-
CYIOB, AJIsl KOTOPOH XapaKTepHO HOPaKEHUE apTepUil CPEeAHEro
7 MEJIKOTO KaJHOpa, pa3BUTHE JIeCTPYKTUBHO-TIPOIH(EpaTHBHO-
TO BaCKyJINTa, KJIMHUYECKU MPOSBIISAIONIEECs JUIMTSIBHON JIMXO-
PalIKoi, N3MEHEHUAMH CIM3UCTHIX 000I04€EK, KOXKHU, TUMpaTHIe-
CKUX y3J10B. [TopaxkeHne KOpoHapHbIX apTepuit npu 6one3nu Ka-
Bacaky — OCHOBa (hOPMHUPOBaHUS HIIEMUUECKOI Oone3Hu cepaua,
9TO ABIISCTCS OCHOBHOW IIPHYMHOM HH(apKTa MHOKap/a y JeTel.
CBoeBpeMeHHas IMarHOCTHKA ¥ Ha3HAYE€HHE BHYTPUBEHHOTO UM-
MYHOTIIOOYJIMHA U alleTHIICATUIIMIOBON KHCIOTHI 10 7—10-10 HS
0OIe3HN CHIKAET Ty BEPOATHOCTE 10 3—9%, a PUCK JIeTaIbHBIX
ncxonos ¢ 2% o 0,1-0,01%.

Onucanue knuHu4eckoeo ciydas. Manwauk, 15 net, Habnrona-
€TCS B OT/IEJICHHUH C 7 JIeT, KOT/Ia BIICPBBIC TP PO IIAKTHICCKOM
MIPOBEACHUHN IXOKapANOTPAMMBI ObLITH BBISIBICHBI QHEBPU3MBI KOPO-
HapHbIX apTepuil BIUIOTH /10 TUTAHTCKUX. [Ipy yTouHeHnn aHamMHe-
3a CTaJI0 U3BECTHO, YTO B Bo3pacte 1,5 sieT y pebEHKa oTMevanach
JMXOpaJika B TeUEHUE 5 Hell, HeO(OPMIICHHBIH CTYII, IPUILYXJIOCTD
KUCTEH U CTOII, MEJIKOTOUEUHAsl, a I0TOM IIITHUCTAs ChIllb HaJ Cy-
CTaBaMH, Ha CIIMHE, BHU3Y HMBOTA, B ITOJMbIIICYHbIX BIIAJMHAX,
BO3HMKJIM BBIPAXKEHHBIE SIBJICHHUS KOHBIOHKTHBUTA, OTEK BEK, CTO-
MarTHT, YBEeIMUeHUE MIeHHBIX TMMpaTHueckux y3aoB. Haxoxuics B
MHQEKIMOHHOM OTETICHUH C JUarHO30M POTaBUPYCHAsk HHPEKIHS.
B Bospacte 7 net npu MynsTHCIHNPAIbHON KOMIBIOTEPHON TOMOIpa-
(un KOpOHAPHBIX apTepuil ObLia BHISIBIEHA aHEBPU3Ma IIPABOM KO-
ponapuoii aprepun (IIKA), npuszHaxoB Tpom603a HeT. B Bo3pacte
9 net cocTosHUE OOJIBHOTO CYIIECTBEHHO He M3MEeHMII0Ch. [Tomyyan
kapauomarami 75 mr/cyt. Ipu rocniuranu3sanuu B Bo3pacre 11 et
OTMEU€Ha IOJI0KUTENbHAs TMHAMUKA, OJJHAKO HOSIBUJIMCH HOCOBBIE
kposoteueHust. [Ipu rocnuranusanuy B Bozpacte 12 et y 601bHO-
IO BBISBJIECHBI IPU3HAKU KAJIbIIUHO3a CTEHKH TMI'AHTCKOM aHEBpU3-
Mbl cpeaHero cermenTa ITKA u yyactka TpoM003a, B CBSI3H C UEM K
Tepanuu 1o0aBneH Bapdapur 2,5 Mr. B Bo3pacte 15 siet y 6016HO-
ro BhIsiBIIeHa aHeBpr3Ma [TKA 6e3 npusHakoB TpomO03a. OTMeueHa
perpeccust aHeBpU3MbI OTHOAIOIIECH apTepryl, yMEHBILICHHE pa3Me-
poB npokcuManibHOM aHeBpu3Mbl [1KA, nosiBieHre npucTeHOYHO-
ro TpomOo3a B aHeBpusMe cpenHero cermenta ITKA. Ipu sxokap-
Jrorpaduy BEISBICHO HEPAaBHOMEPHOE YTONIICHHE CTCHOK KOpO-
HapHBIX apTepuil Ha ypOBHE aHEBPHU3M, BO3MOKHO HAJIMYKE CTapOro
MIPUCTEHOYHOTO TIIOCKOTO TPOMOa, BU3YaIN3UPYIOTCS KaTbLIMHATEL.
BHyTpHIIPOCBETHBIX TPOMOOB He 00HAPYKEeHO. PeOEHOK BhINIMCAH
B yZIOBJIETBOPUTEIILHOM COCTOSHUM JOMOH IO/ HAaOJIOIEHHE y4acT-
KOBOIO IIEINATPa U KapJUOJIOra, KOTOPbIM B JaIbHEHIIeM IpeicTo-
UT PELIUTb TaKUE BOIIPOCHI, KAK KOHTPOJIb COCTOSIHUSI KOPOHAPHBIX
apTepHii, CBOeBpeMeHHOE 0OHAPYKEHHE TTIOTEHIHAIBHBIX TPOMOOB,
KOHTPOJIb TEpaIuu u JIp.

3axniouenue. IlpencraBneHHbIN cydail AEMOHCTPUPYET 3Ha-
YUMOCTb CBOEBPEMEHHOM rarHocTuky Oone3nu KaBacaku Ha pan-
HEM JTarle, 4To o0eclieunBacT Ha3HaYeHue HeoOX0JUMOl Tepanuy,
Jiefias IPOrHo3 3a00J1eBaHys OJIarOIPUSITHBIM.
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PAHHAA OAWATHOCTUKA CUHOPOMA MNMPALOEPA-
BUIIIIN Y HOBOPOXXAEHHOIO PEBEHKA

3amatuHa A.M., OransaH JLA.
HayuHbi pykoBoguTtens: goueHT A.1O. LLlyTkoBa

®IrB0OY BO «[MprBOMKCKMA nccnegoBaTenbCKUii
MeaMLMHCKUIA yHuBepcuTeT» Munsgpasa Poccun,
HwxHuin Hosropog, Poccus

Knrouesnie criosa: demu; cuHOpom lNpadepa—Bunnu;
OduazHocmuka; oXupeHue; 2urno2oHadu3m; yMcmeeHHasi
omcemasnocme

Axmyansnocms. Cunnpom I[panepa—Bummm (CIIB) — Ha-
CIIeZICTBEHHOE 3a005eBaHne, OTHOCAIIEeCs K O0JIE3HIM TeHOMHOTO
UMIIPUHTHHTA, 00YyCIIOBICHHOE Jenenuei cermenTa 15q11.2-q13
Ha 15-if XpoMOCOME OTLIOBCKOTO MPOUCXOKICHUS, MATEPUHCKOM
OZIHOPOUTEIHCKON TUCOMUY WIIM MyTallel IeHTpa UMIPUHTHH-
ra (red SNRPN), xapakrepusyercsi BBIpaXKEHHOW MBIIIEYHON TH-
MTOTOHUEH, 3aJepKKOH (PU3NIECKOTO U YMCTBEHHOTO Pa3BHTHS,
TUIIOTOHAAU3MOM, OKHMpeHHeM. TpyaHOCTH KOPPEKIMH Hapylle-
Huii npu CIIB o0ycioBiaeHa OTCYyTCTBHEM ATHONATOICHETHYC-
CKOTO JICUCHHUSL.

Onucanue knunuueckozo cayuas. OOCen0BaH MaJbuauK M.,
oT 2-ii bepeMeHHOCTH Ha (pOHE MHOTOBOJIHS, KAaHIUIO3HOTO Ba-
ruHuTa. Ponpl B cpok, pusnonornveckne. Macca Tena npH po-
skaenun: 2637 1, anuHa Tena 47 oM, OlleHKa 1o 1mkaine Anrap 8/8
0ayoB, rUNOTOHUS, runopediekcus. OObEKTUBHO MPH TOCIIH-
tanu3anuy: Juddy3Has MbILICYHAS TUIIOTOHUS, YTHETEHHE ped-
JIEKCOB HOBOPOXAEHHBIX, CTUTMBI AU39MOpHOreHesa (ToJCThie
aJIbBEOJISIPHBIC OTPOCTKH, JJIMHHAS 1Ies, IPOrHATU3M, KPHIITOP-
XH3M, MAKPOIIEHHC, YMEHbIIIEHHbIE KHCTH PYK M CTONBI HOT). O0-
LMI aHAJIW3 KPOBH ¥ Mouu Oe3 narosoruu. [Ipu Y3U cepana: or-
KpbITOE OBajbHOE OKHO. [Ipn Y3U opraHoB OproIIHON MOJIOCTH:
TUTIOTOHMSA MMOYCUYHOTO CHHYCa CIIpaBa, B3BECb B MOYCBOM I1Y3bI-
pe, aedopmanus xemuHoro my3sips. Ipu Y3U momonku: 1By-
CTOPOHHHUI MaxoBbIil KpunTopxu3M. [Ipu HelipocoHOrpadun BbI-
SIBIICHBI TOCTIUITOKCHYECKHE U3MEHEHUS TojI0BHOro Mo3ra. Ilpu
aneKTposHIehanorpaduu narojJoruy He BhissBIeHO. Ha ocHoOBa-
HHUHU 00C/IeI0BaHNH BBICTABICH OCHOBHOM AMArHO3: MeprHaTalb-
HOE T'HIIOKCUYECKU-UIIEMUYECKOE ITOpaXKeHHe FOJIOBHOTO MO3ra ¢
CHHJIPOMOM JIBUTaTeJIbHBIX HapymieHui. C y4éToM 0ocoOeHHOCTEH
(heHOTHIIA IPOBEJACHO KAPHOTUITUPOBAHUE U MOJIEKYJISIPHO-TE€HE-
THYecKoe obcnenoBanue pebéuka. Kapuorun: 46, XY, 9ph: myx-
CKOHM KapHOTHII C BapMaHTOM HOPMaJIbHOTO mojauMopdusma (re-
TEPOXPOMATUHOBBIN Y4aCTOK KOPOTKOTO Tiieda 9 XpOMOCOMBI).
BbrlsiBiIeHO 0TCYTCTBHE METHIIMPOBAHHOIO aJljiessl IPOMOTOPHOM
obnactu rena SNRPN 15 XpoMOCOMBI OTLOBCKOI'O IPOUCXOXKIE-
Hus, yTo cBuzerenscTByer o CIIB.

3axnaouenue. IlpoBenena pannss quaraoctuka CIIB y pe-
O0EHKa B TIepHOJIc HOBOPOXKIEHHOCTH. [IpOrHO3 /ISt BBI3IOPOB-
JIeHUs y TaleHTa HeOJIaronpusATHBIM U3-3a OTCYTCTBUS ITHO-
MaTOreHeTUYECKOro JieueHus. PeOEHKy moka3aHo paHHee Hava-
JI0 peaOUINTALMOHHBIX MEPONpUATHiA (J1eueOHas QU3KyIbTYpa,
KOHTPOJIb HyTPUTUBHOTO CTaTyca, 3aHATHUS C [1€1aroroM-jedex-
tonorom). Heobxoanmo obcieoBanue poauTeNieil — CeKBEHH-
posanue 1o CaHrepy «TpHo» Ui HOATBEPHKIAECHHSI TPOUCXOKIE-
HUS JTAaHHOM MyTaIuu.

OLIEHKA PUCKA TSXKENOro TEYEHUSI OCTPOIO
MOCTUHP®EKLMOHHOIO MOMEPYNOHE®PUTA
Y OETEN

3otosa I.B.
HayuHbin pykosoauTtens: poueHT J1.P. UmaeBa

SrBOY BO «balukvmpckmin rocyaapCTBEHHbIV MEANLIMHCKUIA
yHuBepcuteT» Munsgpasa Poccun, Yda, Poceus

Knroyesble criosa: ocmpbil nOCMUHEEKUUOHHBIU
aromepyrnoHegpum; Heghpumudeckuli CUHOpoOM;
OCIIOXHeHUsi;, demu

Axmyanvrocms. OCTpbIi NOCTUH(EKINOHHBIA TIIOMEPYJIO-
Hedpur ¢ Heppurnueckum cuaapomom (OITNUT'H) y nereit moxer
MPUBECTH K PA3BUTHIO YTPOXKAIOLINX ISl KU3HH OCIIOKHEHHH.

Llenv: onpenenuTh MPOrHOCTHYECKH 3HAYMMbIE MapKephl,
BIUAIONINE HA TSHKECTh KiIMHUYeckux nposasinenuit OIIUIH y
JIeTel.

Mamepuanvt u memoost. KomiuiekcHo o0cienoBansl 79 ne-
teit B Bo3pacrte 2—17 ner ¢ tunnyabiv OITUTH, nposBisBmmmces
oTékamu, aprepuanbHoil runeprensueit (Al'), remarypueit. s
olleHKHU KimHIYeckux nposieienuit OITUITH 6onbHbIe ObLTH pac-
Mpe/IeTICHbI Ha 2 TPYIIIBL: CO cpeaHeTsHKENoi popmoii (n = 39) u
¢ TsokénbiM TedyernneM OTTUTH (n = 40). Kpurepuu oueHku cre-
MIEHH TSAXKECTHU: BBIPAXKEHHOCTb, JUTUTEILHOCTh OTEYHOTO U MOYe-
BOTO CUHJPOMOB, Al" M HalM4ne OCIOKHEHUH: OCTPOE IOBPEK/Ie-
uue nouek (OI1II), octpast cepaeunast Hemocraroanocts (OCH),
aHruocnacTuyeckas sHuedasonarus (AD). B rpynmy KoHTpoIIst
Bonuy 30 mpakTHUECKH 310pOBBIX aereit 3—17 ner.

Pesynomamer. Cpenu OONbHBIX HpeoOiiafanu JEeBOYKHU
(63,6%). B obeux rpynmnax ¢ OITMI'H yame BcTpeuanucs neTu
B Bo3pacte 7—11 nert (43,6 u 47,5% coorBerctBenno). OIIMI'H
B IPyIIIE CO CPeNHETSDKENON (hOPMOI TPOTEKAN ¢ BBIPAKEHHBIM
HeQPUTHUECKIM CHHAPOMOM: O0TEKH Habmonamuces B 100% ciry-
qaeB, Al B 43,6% ciy4aeB 0buta ymepenHoit (130/85-145/90 mm
PT. CT.), Makporematypus ormedanack y 35 (89,7%) nereii B Te-
yenue 2—5 nueit. [Tpu Tsoxénom teyennu OITUTH nebrot xapak-
TEepHU30BaJICs MaKporeMarypuei u pacupocTpaHEHHBIMH OTEKa-
Mmu B 100% cimydaeB. Makporemarypust Obliia IIpOAOJIKUTEIIbHEE
(10,5 + 1,5 cyr), AT Gonee BBICOKOH. YPOBEHb MOYEBHHBI H Kpe-
aTMHMHA KPOBHU MPEBBIIIAT TAKOBOH y A€TEl cO CpeTHETSHKENON
¢opmoit OIINTI'H u rpynmsl kouTpous. [Ipu TsokénoM TedeHun
OITNT'H npu Y31 noyex (100%) yBenudeHsl pa3Mepsl MOYEK,
UX MapeHxuMa runepsxoreHHa. ¥ 6 (15%) nereii ¢ BbIcOKoOil ak-
tuBHOcThI0 OIIMI'H ocnoxusuics pazsutuem OCH (15%), OIIIT
(52,5%), AD (5%). BrusiBneno, uto y mMarepeil neteil ¢ BBICOKOH
aktuBHOCTBIO OIIWI'H 3HaunTenbHO yalie, Mo cpaBHEHUIO C Ma-
TepsiIMU OOJIBHBIX cO cpenHeTsnkenoi Gpopmoit OITWIH, nabmrona-
JIKCh YTpo3a NpepbIBaHuUs BO 2-1 MOJOBHUHE OEPEMEHHOCTH, FeCTO-
361 1 Hedporatus 6epeMeHHbIX (p < 0,005). B anamuese nereit ¢
BeICOKOH akTuBHOCTHI0 OITMI'H uarie BISBIsIIaCH HENOHOIIEH-
HocTh (p < 0,005). TTpu TspKénom teuenun OTTUTH HeynosneTBo-
PUTENBHbIC XKIINIIHO-OBITOBBIE YCIOBHS U HU3KUH YPOBEHb 00pa-
30BaHUs POAUTENEH BCTPEUAIUCH JOCTOBEPHO Yallle, 4eM Y 00Jb-
HBIX cpegHeTskénoil hopmoit OITUTH.

3axniouenue. Jlerent, 3a6onesmux OIIUITH, ponuBimmxcs He-
JIOHOIIIEHHBIMH; UIMEIOLINX Y MaTepei yrpo3y npepbIBaHust BO 2-it
MOJIOBHHE OEPEMEHHOCTH, FeCTO3bI M HedpornaTuu B iepuoj 6epe-
MEHHOCTH; COLIMAIIbHO HEOIAronpusiTHbIe akTopbl, HEOOXOAUMO
BKJIIOUYATh B IPYIITY BBICOKOTO pucka Tspkénoro Teuenust OITUTH
C pa3BUTHEM OCJIOKHEHHH.
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FEMOPPAIMYECKUA BACKYNUT Y AEBOYKHU
5 JIET HA ®OHE OMNOACBIBAIOLLEIO JIULLAA

UbaTynnuHa A.W.
HayuHbin pykosoauTtens: pgoueHT U.E. TypuHa

OrAQY BO «[MepBbit MOCKOBCKMI rocyAapCTBEHHbIN
MeauLMHCKUA yHuBepeuTeT nmeHn N.M. CeveHoBa»
MwuH3agpasa Poccum (CedeHoBckuin yHMBepcuTteT), Mocksa,
Poccus

Knitoyeeble crnosa: demu; gempsiHasi ocria; orosicbigarouiull
2epriec; eackynum, duazHocmuka

Axmyanvrocms. 3a001eBaHNe OMOSCHIBAIOLINM IepIIecOM BO3-
HUKaeT TIPU SHJIOTCHHOI peakTuBanmu Bupyca Varicella-Zoster,
MO)KU3HEHHO TEPCUCTUPYIOIIETO B JIATCHTHOM COCTOSIHUM B TaH-
IJIMSIX HEPBHOWM CHUCTEMBI YEJIOBEKA, MepeOOoIeBIIero BETPSHOM
ocrnoii. Jleru 3abonesator peako (5,83 na 100 Thic. HaceneHus).
AKTyaJIbHOCTh KIIMHHYECKOTO Cllydasi — PaHHSAS peaKTHBALUU
BUpYCa y PEKOHBAJIECLIEHTa BETPSIHOM OCIIBI C pa3BUTHEM FeMOp-
parmyecKkoro BaCKyJINTa.

Onucanue knunu4eckoeo ciyyas. JIeBouka, 5 jet, ¢ Te4eHH-
€M OIOSCHIBAIOILETO reprieca, rocnuTalIu3upoBaHa Ha 9-e cyT-
KM 3a00JIeBaHUs B MH(EKIIMOHHOE OTJIesieHue. 3a0oena ocTpo
25.02.2024 mocne Bo3BpamieHus ¢ oTabixa B Erumnre, GpeOpuiib-
Has Jmxopajka 10 38°C, mosiBuiach OOk B JICBOM yX€, OJJHOKPAT-
HBIN 31TU301] HEOOUIIBHOTO HOCOBOTO KpoBoTeueHus. Ha 3-1i ieHb
3a00JIeBaHUs KOHCYJIBTHPOBAHA JIOP-BPAauOM, AWarHo3 OTHT, Ha-
3Ha4Y€Ha MECTHas, CUMIITOMaru4cCKas, aHTI/I6aKTCpI/IaﬂbHaﬂ TC-
parusi, nojxyydaia Karii B yIIH KaHTUOUOTHK, OTHITAKC, 3UHHAT.
Ha 4-ii nenp — 1ipu COXpaHEHUH JIMXOPAIKH HOSBUIIUCH AJIEMEH-
TBI 3YSIIEN CHIITM HA MOSICHUYHO-KPECTIOBOW 00IacTH — TaIy-
n10-Be3uKynbl. Ha 7-ii 1eHb 00Je3HU MOSIBUIICS OTEK U OOJIC3HEH-
HOCTb JICBOTO TOJICHOCTOITHOTO CyCTaBa, SKXHMMO3 IEePEAHEH 1o-
BEPXHOCTH CTOIIbI, HaYaJIa MaAuTh JIEBYIO HOTY P xo/b0e. beuta
OCMOTpPEHA BpayoM TPaBMaToJIOrOM, [0 PEHTI€HOrpaMMe 1aToJI0-
M He BbIsABIEHO. K Beuepy ToOro e JiHs NmosBUIIach OOJIE3HEH-
HOCTh M OTEK IIPaBOTro IrOJICHOCTOITHOTO cycraBa. Ha 8-i nenp —
reMopparnieckasi Chlllb Ha TOJEHsX, ¢ pacpocTpaHeHueM. Ha
9-it eHb — OTEK, OOJIC3HEHHOCTh, SKXMMO3bI B 00J1aCTH JIy4e3a-
MSCTHBIX CYCTaBax 00euX pPyK, MeK(aIlaHTOBOTO CyCcTaBa yKa3a-
TEJILHOTO MaJIbIa IPaBOH PYKH, TOCIIUTAIU3UPOBaHa B OOJIBHUILY.
W3 anHamMHe3a U3BECTHO, 4TO Iepedoiesia BETPSHON OCHOHN JIETOM
2023 r. B xoze o0cenoBaHus BBISIBICHBI: aHTUCTPENTOMU3UH O
468 EJI/mn, C-peaxtuBHbIii 6enok 35,9 mr/in, ++++ THK Varicella-
Zoster virus. KOHCYTsTHpOBaHa PEBMATOIOTOM, AUArHO3: TeMop-
paruyeckuil BacKyJIuT, KOXKHO-CycTaBHasi (hopma, OCTpoe Teue-
Hue, aktuBHasA (aza. [Tomydana mpoTHBOBHPYCHYIO, TOPMOHAIIb-
HYI0, aHTUKOAryJISTHTHYIO U JIe3arperaHTHYIO0 Tepaluio, Ha 3TOM
(boHe oNOKUTENbHAS TMHAMIKA B BUJIE OBICTPOTO KyITUPOBAHHMS
CYCTaBHOTO M KOYKHOTO CHHIPOMOB.

3axnouenue. B naHHOM clyd4ae MOXKHO IIOJIarath, 4To pes-
Kasi [lepeMeHa KIIMMara ¢ akTUBHON HHCOJISILUEH, OaKkTepUaibHast
UHQEKIMs, TPOsSBUBIIAs ce0sl OTUTOM, Ha (POHE BEPOSTHOU HUM-
MYHOCYHIPECCHH MOIVIH OBITh pelaroIuMu (hakTOpaMu B pealiu-
3aI[MX OIOSICHIBAIOIIETO JINIIAs, Ha GOHE KOTOPOTO Pa3BUIICS Te-
MOpparndecKuii BaCKyJIHT.
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OCOBEHHOCTHU TEMEHUA COVID-19
B HEOHATAIIbHOM NEPUOLE

UeneBa A.M.", PycsieBa B.B.", KapTtoeBa 3.10.2
Hay4Hbin pykoBoguTtens: C.P. KocuHoBa'

'dIBOY BO «TroMeHCKMIA rocyaapCTBEHHbIV MEOULIMHCKUIA
yHuBepcuteT» Munsgpasa Poccun, TiomeHb, Poccus;
2IbY3 TO «[MepuHaTanbHbI LeHTp», TtoMeHb, Poccusi

Knrouesbie crioga: demu; HOBOPOXOEHHbIE; HO8asi
KopoHasupycHas uHgekyusi; COVID-19; dbixamernbHbie
HapyweHusi

Axmyanvnocme. Ha cerogHsImHuM 1eHb NPUHATO CUUTATh,
YTO MaHJAEMHUI0 HOBOM KopoHaBupycHoi nadpekimn (COVID-19)
YEJIOBEYECTBO MEPEKUIIO0, OTHAKO BOIIPOC O BIMSAHUM JAHHON UH-
(eKIMU Ha COCTOSHUE 310POBbsI HOBOPOXKAEHHBIX OCTAETCsl OT-
KPBITBIM.

L]ens: onpenenuTh KIMHUYECKHE OCOOCHHOCTH M TEUYEHHUE
COVID-19 y HOBOPOXKIEHHBIX JIETEH.

Mamepuanvt u memoosi. [TpoBeIEH PETPOCTICKTUBHBIN aHa-
nu3 BeIMUCHBIX anukpu30B 100 geteit, nepenécuux COVID-19 B
HEOHATaJIbHOM IIEPUOAE, HAXOAUBIINXCS HA CTALIMOHAPHOM JIeue-
Huu ¢ anpenst 2021 r. o mapt 2023 r. Craructuueckas o0paboT-
Ka MPOBOJIMIIACH C MCIIONb30BaHueM mporpammel «Excel Microsoft
Office 2010».

Pezynemamut. Tlpeobnamanu TOHOIIEHHbIE HOBOPOXIEHHBIE
(78%), mo moy — Mansauku (65%), OT HOBTOPHOPOASAIINX Ma-
tepeit (59%), poxaéHHbIe ecTecTBEHHBIM 1y TéM (63%). Cpok re-
craruu cocraBui 39,0 + 2,8 [25,3; 41,3] wen. C oIeHKOM 110 TIKa-
ne Anrap 8 u Gonee 6a110B Ha 1-if MunyTe poaunucs 58% HOBO-
POXIEHHBIX, K 5-1 MHUHYTE TaHHYIO OLIEHKY umenu 77% nerei.
VY 74% wmnaneHues Oblna BbIsBICHA (POHOBAS MATOJOTHUSA: Liepe-
Opanpnas nmemns (40%), HeoHatanbHast xentyxa (51%), ane-
must (33%). deGrot knmanueckux nposeiennii COVID-19 y Ho-
BOPOXKAEHHBIX OTMeuascs Ha 12-e cyTku xu3Hu. B 37% ciryuaes
3a0oJIeBaHme IPOTEKaNo B NErkoit hopme, B 18% — B cpeqneTs-
xke€noi, B 7% — B TsoKEN0i. CpOKH TOCTTUTANIH3AINH COCTaBUIIH
18,5+ 9,1 cyr, ¢ Toxénbim Teuennem — 27,0 + 28,5 cyT, cpenne-
Tsok€nbiM — 19,5 £ 12,0 cyT, nérkom — 17,0 £ 5,8 ¢yt (p <0,001).
B ximHnueckoi kapTHHE y OOIbIINHCTBA HOBOPOXKAEHHBIX OTMe-
YaJauch Ha30(papuHrutT u punopes (73% cirydaes), kamens (14%)
n napunrorpaxeut (5%). CyodedbpunbHas Temmeparypa Obuia y
27% mnanenues, GpedpuiabHas — y 14%. JlpixaTenbHas HepocTa-
TOYHOCTb UMelach B 27% ciaydaes. IIpucTynsl anHO? perucTpu-
poBanuch y 7% nereit. [Ipu pentrenoBckoM odcaenoBanun y 12%
HOBOPOX/IEHHBIX OTMeUaIuch JErounsle u3meHenus. [pumene-
Hue CPAP-tepanuu nonago6unoch 19 HOBOpOXIEHHBIM, Yallle
HeloHOIEeHHBIM — 68% (1 = 13). Ha nckyccTBeHHOM BEHTHIIS-
mu nérkux (UBJI) nHaxomunrck 6 HOBOPOXAEHHBIX, 4 U3 HUX —
HE/IOHOILICHHBIE.

3axnoyenue. COVID-19 y HOBOpOXIEHHBIX A€TEH YacTo Ma-
HU(ECTUPYET JUXOPAAKOH, PUHUTOM M JIPYTUMH KarapaabHbIMU
CHUMIITOMaMU; 3HAUUTEIbHO PEKE BO3HUKAIOT TaXUIIHO?, TaXu-
KapJusi U TaCTPOMHTECTHHAIbHAs cUMITOMAaTHKa. [Ipumenenue
CPAP-teparnuu u UBJI B GONIBIIMHCTBE CiTydaeB MOTpeOOBaIOCh
HE/IOHOIIIEHHBIM HOBOPOKAEHHBIM.

k %k ok
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OEBIOT KNIMHUYECKUX NPOSABNEHUNA BONE3HU
BUINbCOHA-KOHOBAIOBA Y NOAPOCTKOB

Unbuna MN.B.
HayuHbIn pykoBoauTens: goueHT 5.0. MauykatoBa

®IAQY BO «[MepBbit MOCKOBCKUI rOCyAapCTBEHHbIN
MeauuUHCKuiA yHusepceuteT nmeHn N.M. CeveHoBa»
MwuH3anpaBa Poccun (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus

Krirouesbie criosa: knuHudeckul criyydall; demu; 601e3Hb
BunbcoHa—KoHoeganosa, duazcHocmuka; MaHugecmauyusi;
8mopuyYHasi Koazyrornamusi; eeMosiumuyeckasi aHemusi

AxmyanorHocms. KilmHrYecKkast 3Ha4UMOCTh O0Jie3Hn Busibco-
Ha-Konosanosa (bBK) B nenuarpudeckoii mpakTHUKe ONpeaeseT-
Cs1 4aCTOTOI MaHU(ecTalui UMEHHO B JETCKOM U IIOJPOCTKOBOM
Bo3pacte (cpeauuit Bo3pact 13 net). 3aboneBaHue ABisieTCs Op-
(aHHBIM, TOTOMY TIEANATPY BAXKHO 3HATH BapUAHTHI €ro 1e0r0-
Ta, YTOObI CBOEBPEMEHHO OIPEICIUTh TAKTHKY JICUCHHS U TIPO-
JUINTH KU3Hb MAIIUEHTA.

Onucanue krunuveckoeo ciyyas. B nannoit pabote npencras-
JIEHB! KIIMHUYECKUE ClIydau 3 G0JIbHBIX B BozpacTe 16 sieT ¢ BBK
1eu€HOYHON U CMEIaHHO# GopMm.

V¥ nanumenra XX. nposienenust 3a001€BaHNs HAYAIUCh CO CITy-
YaliHON HaXOJKH B aHAJIM3aX KPOBU (TPOMOOIMTOTICHHUS M JICUKO-
nienusi). [TomuMo 3TOro y GONBHOTO HAOIHOAAINCH CHUKECHHE all-
HETHTA, c1ab0CTh, BSUIIOCTh, 3aTOPMOXKEHHAs! PeUb U 3aMUPAHUE BO
Bpems enbl. Pe6éHok ObLT 00cienoBan U nipu Y3 opraHoB Oproti-
HOU MOJI0CTH OBUTH BBISBIICHBI CTPYKTYPHbIE H3MEHEHHUS [TapeHXU-
MBI IIeYeHH, IEPUIOPTATBHBIN propo3. [Ipn odransmororniaeckoMm
ocMoTpe ObUTH BhIsIBIICHBI Koublla Kaiizepa—®reiiepa. bout BbI-
crasieH auarHo3: bBK, cmemannas ¢popma, ocnoxHEHHAsT IMPPO-
30M IE€YEHH, TOPTAIbHOM IMIepTeH3UeH, BAPUKO3HBIM pacIIupe-
HHUEM BEH IUILIEBO/A, CHHAPOMOM BTOPHUYHOT'O THUIIEPCIUICHU3MA,
TPEXPOCTKOBOM LIUTONEHUEN, BTOPUYHOM Koaryronarueid. Bropas
6onpHas K. mocTynuia B TacTpOHTEPOIOTUYECKOE OTACICHUE U3
MH(EKIHOHHOM OONBHUIIBL, T/I¢ OBUTH BBISBICHBI TU(]Y3HBIC N3~
MEHEHHUs [IeYEHH, XOJICLIUCTUT, ACLIUT; aHEMHUS, JTEHKOLIUTO3, TPOM-
OOLMTONEHNS, BBIPAXKEHHAS! KOATyJIONaTHsl, TUNOGUOPUHOIeHEMUSL.
ITpu cOope aHaMHEe3a BBIACHUIOCH, YTO B TEUEHUE MECSILIa OTMea-
€TCsl KENTYIIHOCTh KOKH U CKJIep, ci1a0ocTh. Taxoke ObLIN BhIsIBIIC-
HbI Kostblia Kaiizepa—®neiiiepa. uarnos: BBK, neuénounast gpop-
Ma, ctaaus QyIbMHHAHTHOTO renaruta. OCIOKHEHNUS: BTOPHIHAS
KOaryJionarusi, OcTpasi Ne4éHO4Hast HeJOCTaTOUHOCTb.

Jle6roT KIMHUYECKUX NPOSBICHUI Y TpeThero nanuenTa /.
HayaJICs C Pe3KO KENTYIIHOCTH KOKU. B nHpeKkunonHo#i 60i1b-
HUIIE BUPYCHbIE TeNaTUThl ObLIN UCKIIIOYEHBI, BBICTABIICH IHArHO3:
remMoiuTHYecKas aHemus. I1o 1aHHBIM aHaMHE3a MoCIIeHIE T10JI-
rozia peOEHKa OECIOKOST CUMIITOMBI ACTCHUHU M TOJIOBHBIC OOJTH.
Huarnos: BBK, neuénounas ¢popma. Ocnoxuenus: KymOc-Hera-
TUBHAs TEMOJINTHYECKAst aHEMUSI, BTOPUYHAS TPOMOOLIUTOTICHUS,
neyéHouHas >HIe(aonaTus, OIMOPraHHas HeJ0CTaTOYHOCTh. Y
BceX 3 MalMeHTOB W3HA4YaIbHO ObLIM 00OHAPYKEHBI BTOPUYHBIC U3~
MEHEHHS B aHaJIM3aX KPOBH, TAKHE KaK KOAryJIonaTHs, TeMOJIUTHU-
yecKast aHeMHUs1, TPEXPOCTKOBAs LIUTONEHUs. Takxke MPUCYTCTBO-
BaJI ACTCHUYECKHH cHHAPOM. IMEHHO 3TO MOCIYXKHJIO TOBOIOM
U1 JaibHeinero oocnenosanus u guarnoctruku bBK. Bee mon-
POCTKH OBUIM HaNpaBJICHBI HAa TPAHCIUIAHTAIMIO [TEUCHH.

3axniouenue. OnMcaHHBIC KIMHUYECKUE CUMITOMBI M H3Me-
HEHHUsI KPOBH B J1e0I0Te 3a00JIeBaHMs O3BOJISIT OONErYUTh PaH-
uroro nuarnoctuky bBK y nereii.
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ATUMUYHBLIX TEMOINTUTUKO-YPEMUYECKUIA
CUHOPOM

MUHo3emueBa [.A., bBorauesa C.M.
HayuHbin pykoBoguTtens: aoueHT A.B. Bypnyukas

SrBOY BO «KybaHckuii rocyaapCTBEHHbIN MEANLMHCKAIA
yHuBepcuTeT», KpacHoaap, Mocksa

Kntouesble criosa: KnuHu4deckul crydad, 0emu; amunu4Hbil
2eMONTUMUKO-ypemMuyecKuli CUHOpoOM; 3Kynusymab

Axmyanvnocms. ATUIMYHBIN TEMOIUTHKO-YPEMUUECKUI CUH-
npom (al'YC) — penxast popma 1maTosoriuu, acCoIMUPOBaHHAs C
HEKOHTPOJIUPYEMOH aKTHBalel aJbTepHATHBHOTO ITyTH KOMILIE-
MEHTa. YCTAHOBJIEHO, YTO OKOJIO 29% ieTel TOXOIAT 10 TepMH-
HaJIbHOM CTaJNH XPOHUUECKOH OOJIE3HH MOYEK MIIH YMUPAET B Te-
YeHHUE rojia ocie MaHuecTannu 0oJIe3HH.

Onucanue knunuueckoeo cayyas. B asrycrte 2023 1. y Manb-
4yuKa 4 JIET, CO CJIOB MaTepH, MOBBICHIIACH TEMIIEpaTypa, MOsSBU-
nack 00JIb B JKMBOTE U roplie, HEOJAHOKpaTHas pBoTa. Mama jeuniia
peO&HKa cCaMOCTOSTEIbHO CHMIITOMAaTHYECKH. B ¢Bsi3u ¢ yxynie-
HHUEM COCTOSIHUSI PeOEHOK OBUT rOCTIMTATM3UPOBaH B HE(DPOIOTH-
gyeckoe oTaeneHne. M3 anaMHe3a )KU3HH BBIIBICHO, YTO OOIBHON
HaOJroaeTCst HEPOIOTOM C POXKICHHUS C IMarHO30M: YpeTeporu-
nponedpo3 crpaa. CocTosHUE TAKETOE 32 CYET IUTONIEHUYECKO-
ro CHHJPOMA U CHH/IPOMA ITIOYEYHOH HeJ0CTaTOYHOCTH. B 00mem
aHaIM3e KpOBH: TpoMbonurorneHust — 86 x 10°/11, sapurponurorie-
aust — 2,8 x 10'2/11, cHmkenne remMornoduna 1o 88 /11, yckope-
nue COD 1o 23 Mm/g (4—10 Mm/4). B OHOXUMHUYECKOM aHaJIH3e
KPOBH MOBBILICHUE YPOBHEH KpearnHuHa 10 131 Mxmons/n (21—
77 MKMOIIB/JT), MoueBUHBI 10 19,9 mmonb/a (1,8-7,5 mmoub/i).
B o0mieM aHanu3e MO4YM HOBBIILIEHHE coAepkaHus Oenka 2,11
r/n. CHHKeHa pacuéTHasi CKOpOCTh KIyOOUKOBOH (prtbTpanuu 1no
IIBapiy mo 39,38 mur/mun/1,73 m? (84,9+123,9 ma/mun/1,73 M?).
[LIP-uccrenoBanne Kajia Ha OCTPhIC KUIIIEUHbIC HH(EKIINH, T10-
CEB KaJla Ha NaTOreHHYI0 MUKPOOHOTY — OTPHLATEIBHO. AKTHB-
HOCTb MeTasuonporenHassl ADAMTS 13 B mma3me kpoBu cocTa-
Buita 81% (80—-122%). IToBbilieHne ypoBHS ayTOQHTUTEN K (ak-
topy H— 2137 AU/mn (menee 1500 AU/mu). [pu Y3U movek u
MOYEBOTO ITy3bIPsI BBISIBICHBI MPU3HAKU IIPABOCTOPOHHETO ypeTe-
poruzaponedpo3a, He3HAYNTETbHAS AWIATAIHS JUCTAIBHOTO OT-
Jier1a JIEBOTO MOYETOYHMKA. BBICTaBIIeH AMArHo3: aTUIUYHBIH Te-
MOJIMTHKO-YPEMUYECKHI CUHAPOM (MUKpOAHTHOIATHYeCKas Te-
MOJIUTHYECKast aHeMus1, TpombonurorneHus). Heomurypudeckoe
0CTpOE NOBpEKACHUE 1oYeK. PeOEHOK 3a04HO KOHCYJIBTUPOBAH
B ®I'BOY BO MI'MCY um. A.W. Esnoknumosa. I1o xu3HEeHHbIM
MOKa3aHUsAM OOJILHOW HYXKJaeTcsl B Ha3HAYEHUH KOMIUIEMEHT-HH-
ruoHpyoLIel Tepanuu 3KyIu3ymadom. B otnenennu nposeneHo
JICYCHHE: TICPEITUBAHNE CBEKE3AMOPOIKCHHON TUIa3Mbl U 3PUTPO-
LUTApHON Macchl, KOMIJIEMEHT-WHTUOUPYIOIIasi Teparusi, aHTH-
OakTepraIbHas Teparus, HapeHTepaIbHAs TITIOKOKOPTUKOCTEPO-
uaHas tepanus. OTMedeHa MOJIOKUTENbHAs JHHAMUKA, YITy4dIlie-
HHE COCTOSTHHSI.

3axnrouenue. Teuenue al'yY C ormiindaeTcs HeOIAronpusTHBIM
MIPOTHO30M, PUCKOM BHE3AIHBIX OCJIOXHEHHH, MO3TOMY CBOE-
BpEeMEHHasl IMarHOCTUKA JAHHOTO 3a00JIeBaHUs Yy MalMeHTa T10-
3BOJIMIIA IOOUTHCS TIOJIOKUTEIBHOM AMHAMUKY Ha (DOHE JIeUeHHS
IpenaparoM Ipynibl KOMITIEMEHT-HHIHOUPYIOINX aHTHTEN —
IKYIIN3YMaOOM.
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KETONEHHAA OUETA OKA3bIBAET
NPOTUBOIMNUNENTUYECKUNA SODEKT
NOCPEACTBOM MHITMBUPOBAHUA NYTU
NRF2-GPX4 ®EPPOINTO3A

WHrcpen 3an’, Cunnen Aur?, Fyaurmunr Cy3,
Nuunr Xanr', Wy Wvanrnuyr!

"Meaunatpuyeckoe otaeneHue, Mepeasi 6GonbHULUA
XapburHCKOro MeanLMHCKOro yHnBepcuTeTa, XapouH,
XannyHussaH, 150001, Kutainckas HapogHas Pecny6nuika;
20O1penenne LleHTpa akcneprMeHTarnbHbIX XKUBOTHBbIX,
MepBas 6onbHULA XapOUHCKOro MeaNLIMHCKOTO
yHuBepcuTeTa, XapbuH, XannyHussH, 150001,

Kutaiickas HapoagHas Pecny6nuka;

30OTneneHve nabopaTtopHol anarHoctuku, MNMepeasi 6onbHMua
XapOburHCKOro MeanLIMHCKOro YH1BepcuTeTa, XapouH,
XannyHussH, 150001, Kutainckas HapogHas Pecnybnuvka

Knoyeesle criosa: anunerncus; demu,; kemoaeHHasi duema;
aunnokamri; ¢heppornmo3s

Axmyansrocme. DNMUIEICUS — 3TO ATOIOIUs TOJIOBHOIO MO3-
ra, XapakTepu3yIoeecs: CTOMKIMHE SIS THIECKAMH TPUCTYIAMHA
1 COOTBETCTBYIOIMMHI HEHPOOHONOTHIECKUMH, KOTHUTHBHBIMH, CO-
LMATBHBIMH U TICHXOJIOTMYECKIMH MOCIIEACTBUAMU. 3a00IeBaHue
XapaKTepU3yeTcst IOCTOSHHBIMYI PELUANBUPYIOIMMHU PUCTYIAMU.
Onuiencys 4acTto UMEET OCI0KHEHMUS, IPUYEM BCEI/la JUIUTEIbHbIE
U XPOHUUYECKHUE, NALIUEHTh] 4AaCTO IOABEPratoTCs JUCKPHUMHHALUY
B oOmmectBe. B pesynbrare snuencust HAHOCUT CephE3HBIN yIepo
3JI0pPOBBIO ¥ 00pa3y KHM3HHU MAIMEHTOB. B HacTosIIee BpeMst 3a00-
JIeBAEMOCTh SMHJIETICUEH Yy JeTel MPOJOoIDKAeT PAacTH, TAKKE KaKk
cpenu HacesieHus B enioM. Kerorennas nuera (KJI) nokazana cBoro
3((HEKTUBHOCTD B JIeUeHUH Pe(PPAKTEPHOI SMUIEICUN U 4acTOTa
e€ npuMeHeHus Ipu 3Toil opMe snuencun ysenudusaercs. Of-
HaKO MeXaHn3MbI BIusHUs K] ipy JiedeHnu SIIeIICUH OCTAr0TCS
emé HessicHBIMU. JanbHelIee TOHMMaHKe MaToreHe3a SIISTICUH 1
MPOTHBOAIIMIIENTHYECKOro Mexanu3Ma KJI oGecrieunt HOBbIE nien
U CTPATEruy NPOQPUIAKTUKY U JICUESHUS STIHICTICUH.

L]eny: onpenenuTs BIUSHUE KETOTCHHOU TUEThl Ha (Geppo-
ITO3 FUIIIOKAMIIa ¥ aKTUBaLuio daxropa TpaHckpuniuu (NRF2)
Ha KauHaTHOM Monenw smmtentorene3a (KMD).

Mamepuanvl u memoowl. BiusiHue 3-ruIpOKCUMACIISTHON KUC-
notel (B-I'MK) Ha depponTo3 u aktuBHOCTh NRF2 onenuBa-
I in vitro Ha mojenax ¢epponro3a HT22, nHayunpoBaHHBIX
DIIyTaMUHOBOI KucioToil u spactunoM. ML-385 u RSL3 Obuiu
UCII0JIb30BaHbI IS IPOBEPKHU KiIroueBol poiu mytu NRF2-GPX4
B MHTHOMPOBAHUH (eppoITo3a KETOTCHHOM THETOH.

Pesynomamer. KJI ocnabnsiia KaMHATHHIY IMPOBAHHYFO ATIH-
JICTICUIO, TIOBBIIIANa akTHBHOCTh NRF2 1 nnrnbuposana gpeppor-
TO3 (CHUJKEHHE aKTUBHBIX (hOPM KHCIOPOJa 1 MaJIOHOBOIO IHalb-
JIeTUJ1a, MOBLIIIEHHE YPOBHS NIyTaTHOHA, aKTUBHOCTU CYIIEPOK-
cupaucmyTtasel, SLC7ALL u mryratuonnepokcuiassl 4). In vitro
B-I'MK rakxe uHruOuposaia gpeppornrtos kietok HT22, kotopeie
MIPOUCXOMIAT U3 IMHUH HEHPOHATIBHBIX KJICTOK TUIIIOKAMIIA, ¥ aK-
tuBupoBaiia NRF2. Jleuenne ¢ NRF2 nnruouropom ML385 wnu
GPX4 unruburopom RSL3 ycTpansno cnocoOHOCTS B-rUApOKCH-
OyTupara HHrHOUPOBaTh (PEeppoITO3.

3aknouenue. GepponTo3 B TUIIOKAMIIE SBIISIETCS BAXKHBIM
MEXaHHU3MOM pa3BUTHS drmjencud, a myTb NRF2-GPX4 (tmyra-
THOHIIEPOKCHIa3a 4) HHTUOUPYETCs IPH CIIOHTAHHBIX PELHIBHU-
pyromux npunaakax. K/ okaspiBaeT HelponpoTeKTOpHOE U TPO-
TUBOSNMWIENITOTEHHOE AeHCTBHUE MyTEM HHIMOMPOBaHUs (epporl-
TO3a HelpoHOB uepe3 myTb NRF2-GPX4.

TPABMbI HAPYXXHbIX MOJNTIOBbIX OPFTAHOB
Y OEBOYEK

Kanawmosa A.B., Cutgukosa .M.,
MyxamagusapoBa A.P.

Hay4Hbi pykoBoguTenb:
npodreccop B.U. MopozoB

PrbOY BO «KasaHckuii rocyaapCTBEHHbIN MEANLIMHCKAIA
yHuBepcute™» MuHsgpasa Poccum, KasaHb, Poccus

Knrouesbie criosa: mpasmbi Morioebix opaaHo8; 0e80oYKU;
HapyXHble 0/108ble OpaaHbl

Axmyanvornocms. TpaBMbl y ieTell cocTaBisitoT 4,7% B LIKOJb-
HoM Bo3pacte u 0,8% cityuaeB B paHHEM U JOIIKOJILHOM HEPHO-
nax. Cpenyt Bcex TpaBM OIHO M3 BeIYIIUX MECT 3aHUMAIOT TPABMbI
HapyXHbIX 110J0BbIX opraHoB (HIIO) y neBouek, KOTOpbIe 3aHU-
MaroT 3-e MecTo B 001Ieli cTpyKType 3a001eBaeMOCTH MOCIIE pe-
CIIMPATOPHBIX M CEPACYHO-COCYAUCTHIX Oonesneit. TpaBmbr HITO
U IIPOMEKHOCTH IO OTHOILIEHUIO K TpaBMaM JPYIrUX JIOKaIU3aLUi
y nererd MoryT coctaBiith 3—10%.

Lenw: onpenenuts ocodbennoctu TpaM HITO y neouek 3a
NocJeIHue 5 JIeT.

Mamepuanvl u memoowi. [lpoBenén ananus 68 ucropuii 60-
JIe3HH JIeBOUEK B Bo3pacTe 2—17 jeT, KoTopble HaXOIMIUCh Ha CTa-
IMOHApHOM JieueHuu ¢ noBpexaeHusimu HI1O.

Pesynomamur. B crpykrype tpasm HIIO y neBouek B BO3-
pacte 3—11 net (70%) npeobnanan MeXaHUYECKHE TTOBPEKIE-
Hus (95%) B pesyinbrare OBITOBOTO M YJIWYHOI'O TpaBMaTH3Ma.
Tpasmbl HITO netu nosywanu B pe3ynbTare 1aJeHus Ha TyIIble U
OCTpBIE MPEIMETHI.

VYV 40% neBouek B Bo3pacTe 3—8 JET yallle BbIABIAINCH pa3-
puiBel TpomeskHocTH I-II crenenu, y 30% auarHocTUpoBaIuCh
reMaToMbl OOJIBIINX U MaJIbIX MOJOBBIX I'y0, y 30% — ccanu-
HBI BYJIbBBI. Y MAlMEHTOB CTApLIEro BO3pPAcTa MPeUMYIECTBEH-
HO BBISBIISUINCH U30JIMPOBAHHbIE TPABMBL. Y JI€BOYEK B BO3pacTe
8—17 ner yacTo omnpeneNsINCh TeMaTOMbI OOJIBITUX M MAJIBIX T10-
70BBIX T'y0 (50% cirydaeB), pa3pbiBbl mpoMeskHocTH [-11 crenenn
(28%), pa3pbIB MaibIX 1MoJOBbIX TY0 (6%). Y 16% GoabHBIX ObI-
JIM BBISIBJICHBI CCaJMHBI U KpoBonoaTéku B obmactu HITO. B 13-
KENMbIX ciyvasx TpasmupoBanus HITO nabmonanocs coueranue
9THX BUJOB noBpexeHni. [Ipu neuennu tpasm HITO oneparus-
HOE BMEIIATEIbCTBO ObIIO BEITOIMHEHO B 80% Cllydaes, B OCTalIb-
HBIX CiIy4asx POBOAMIIach KOHCepBaTuBHas Tepanus. [Ipu sTom
JUIATENILHOCTh FOCITUTANIM3AINN HE MpeBbilaa nepuon 1—4 cyT.
OCII0)KHEHUH HE OTMEYEHO.

3axniouenue. YCTAaHOBJICHO yBEIMUEHHE YMCIIAa OOpaIieHui
nereit ¢ tpaBMamu HITO B cranmonap 3a nocnennaue 5 set. Tpas-
mbl HITO y neBouek B Bo3pacte 2—8 JIET SBISIOTCS B OOJBIINH-
CTBE CIIy4yaeB coueTaHHOM maronoruei. [losTomy Takux maru-
C€HTOK HJOJDKHBI OCMATPpUBATh HE TOJIbKO 'MHEKOJIOIH, HO U JICT-
CKHE XUPYPTH.
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YNbTPA3BYKOBAS SNTACTOMPA®USA KAK METO[,
MOHWUTOPUHIA HEUPONATUWU Y OETEN
C CAXAPHbIM OAUABETOM 1-ro TUMA

KauaHoB [1.A., TpucdoHoBa E.U.

HayuHble pykoBoautenu: goueHT M.B. Kowmenesa,
npodeccop KO.I. Camonnosa, goueHTt C.B. domuHa

®Irb0Y BO «Cunbupckuin rocyaapCTBEHHbIN MEANLMHCKAN
yHuBepcuteT» MunHsgpasa Poccum, Tomck, Poccus

Knrouesnie criosa: caxapHbiti duabem 1-20 muna;
duabemuyeckasi nonuHeliponamus; yibmpa3ssykoeasi
anacmoepadpusi; demu

Axmyanvnocmo. IIpeBeHTUBHAS IEPCOHU(UIUPOBAHHAS [T~
arHOCTHKa MOJIMHEHponaTuy y ferei ¢ caxapHeiM auadetom 1-ro
tuna (CJ{1) sBrsieTcst OMHOM U3 aKTyalbHBIX 33/1a4 dHIOKPHHOIIO-
rud. CII0XKHBIE MEXaHU3MbI ()OPMHUPOBAHUS ANAOCTHIECKOH TO-
nuneiponaruu ([AITH) o0ycioBnuBaroT HEOOXOAMMOCTh TTOUCKA
BBICOKOYYBCTBUTEIBHOTO U HEMHBAa3UBHOI'O METO/1a MOHUTOPHH-
ra [ITTH y nereii. YnsrpasBykoBas snacrorpadus (YD) 3aHuMa-
eT JUIUPYIOIIKE TTO3UIUHN B BU3YaJIbHON OIleHKe nepudepude-
CKHX HEpPBOB, MIO3BOJISISI KOJIMUECTBEHHO U3MEPHUTh UX JKECTKOCTD
u cTpykTypHble n3menenus npu CJ[1. McnonszoBanne Y3 OTKpbI-
BAacT HOBBbIE BO3MOXKHOCTH aHaIN3a MOP(OIOTHIECKUX H3MEHE-
HUI nepu)epuyecKrx HEPBOB, YTO MOXKET MPUMEHSTHCS B Kaye-
CTBE METOJa MOHUTOPUHTIA.

L]enw: onpenenuTs BOZMOKHOCTH UCIOJIb30BaHUA YO B JH-
HaMPYECKOM HaOIIOIeHNH U3MEHEHUH neprdepuuecKix HepBOB
y nereit ¢ CI1.

Mamepuanvt u memoowt. KommnexcHo o0cnenoBansl 213 ne-
Tei B Bozpacte 7—18 net ¢ C/1, u3 nux 54 pebénka coctaBuiIn
rpynity KoHTpousi. Bcem narmentam Ob110 BoinoiHeHo ¥Y3U nepu-
(hepruecKuX HEPBOB HI)KHUX KOHEUHOCTEH (CelanIIHoro, 60Ib-
11e6epIIoBOro, Majo0epIiOBOro) ¢ NCIIONb30BaHNeM B-pexnma, pe-
JKMMa dracTorpaduu CABUTOBON BOJTHEIL.

Pesynomamei. CpaBHEeHUE AaHHBIX Y HCCIETYyEMBIX TPy
0OJIBHBIX BIIBUIIO NOBbIMIEHUE skECTKOCTH (RI) Beex ykazaHHBIX
BBIIIIE KPYITHBIX HEPBOB MPH YBEIMUCHHUHU TUIOLIA/IU UX ITOTIepe-
Horo ceuenus (IIIIC), 3Haunmoe yBeianueHne KECTKOCTU Obl-
JI0 3apETUCTPUPOBAHO NPH aHAIIN3E CEAANUINHBIX U MaIo0epIio-
BbIX HepBOB (p < 0,05) y 6ombHbIX ¢ CJ[1. [Tony4eHHbIe TaHHBIC
MO3BOJIMIIM ONPENeTUTh KOd(PGHULIUECHT yIbTPa3ByKOBOH OLIEHKH
cocrostuus nepugepuyeckoro Hepsa (YIIH) xak cooTHomeHue
VIIH = RUIIIIC, xapakTepu3yolui Mop(oIoruuecKie U3MeHe-
Hus nepudepuueckux HepBoB y aereit ¢ CII1. BorsBieHo orcyT-
CTBHE 3HAYUMBIX pasinuunii ko3duimenta YITH B rpynmax ae-
TeH pa3IMIHBIX BO3PACTOB M 3aPETUCTPUPOBAHBI 00JIEe BHICOKHUE
snadeHust YITH uccnenyembix HepBoB y 6osibHbIX C/I1.

3axnouenue. C y4€TOM CIOKHOCTEH OJJHOMOMEHTHOW HMH-
tepuperanuu [IIC u RI HepBoB, ucnonb3oBanue ko3phuLueHTa
VIIH 3HauuTEeNbHO YHIPOCTUT OLIEHKY U3MEHEHUH nepudepuye-
CKuX HepBOB y OonbHbIX jetei ¢ CJ[1. Iepudepuueckne HepBbI
y HUX XapakTepH3yloTcst 001ee BHICOKUMHU 3HAYEHHSIMH JKECTKO-
ctH, BKItouast kodpduuuent YITH. OrcyTcTBre BIUSHUS BO3pac-
Ta Ha YIIH oTkphIBaeT HOBbIE BO3MO)KHOCTH €T0 UCTOIb30BAHNUS
B KJIMHUYECKOI MPAKTHKE, B CBSI3H C YEM YIIBTPa3ByKOBas 3J1aCTO-
rpadus SBISETCS MEPCHSKTHBHBIM METOJIOM MOHUTOPUHTA H3Me-
HeHMii epudepuueckux HepBoB y aereit npu CI1.

& ok %k

COYETAHHbIE NOPOKU MOYEBbIAENUTENBHOW
CUCTEMbI Y NALUMEHTOB C AHOPEKTAJIbHbIMU
MAJIb®OPMALIUAMU

Kubupesa A.A.', YyGbikuHa A.C.!

HayuHble pykoBogutenu:
npodcpeccop O.A. Mopozog'?, [1.C. Tapacosa'

'®IAOY BO «[epBbiii MockoBCkuiA rocyAapCTBEHHbIN
MeauLMHCKUA yHuBepeuTeT nmeHn N.M. CeyeHosa»
MwuH3agpasa Poccum (CedeHoBckui yHuBepcuteT), Mocksa,
Poccus;

2060ocobreHHoe CTPYKTypHOE noapasaeneHve HayyHo-
nccrnefoBaTenbCKui KNMHUYECKMIA MHCTUTYT NeanaTpum

N OETCKON XMPYPrun MMeHn akagemmnka

FO.E. Benbtuwesa ®rAQY BO «Poccuiicknini HaumMoHanbHbIn
nccnefoBaTenbCkuii MEAULMHCKUA YHUBEPCUTET UMEHN
H.N. Muporoea» Munaapasa Poccumn, Mocksa, Poccus

Kntouesbie crioea: aHopekmarsbHble ManbghopMayuu;
ypoduHamuka; demu

Axmyanvrocmo. [10pokH pa3BUTHS MOYEBBIICTHTEIHHON CH-
crembl (MBC) wacto BCcTpedyaroTcs pH aHOPEKTAIBHBIX Mallb-
hopmanmsax (APM) u npuBoAAT K JOPMUPOBAHHUIO M NIEPCUCTCH-
MU MUKPOOHO-BOCHIAIMTEIBHOTO MPOIIECCa B MOUEBBIX MYTSX,
YBEJIMYMBAs MOBPEKIACHNE MOYEUHON mapeHxuMsbl. [ onpene-
JICHUS AMHAMMKH Pa3BUTUH ITPOIPECCUPYIOIIETO MTOPAKEHUS T10-
4ek y manueHToB ¢ APM HeoOXomuM aHalin3 3HAYMMBIX (aKTo-
POB uX (HOPMHUPOBAHHMS.

L]env: mpoBecTH aHanu3 coyetanHoi naroaorun MBC y ne-
teit ¢ APM.

Mamepuanvt u memoosi. IIpoBe€H pEeTPOCIIEKTUBHBIIN aHa-
3 300 6onbHBIX ¢ APM, HaxoQuBIIMXCS Ha KJIMHUYECKUX Oa-
3ax Kadenpbl IeTCKOH XUPYPTHH ¥ yPOJIOTUU-aHAPOIOTUH UM.
JL.IT. Anekcanaposa ¢ 2016 o 2023 r. [TanmeHTh! ObUTH CIPYIITH-
poBaHbl cornacHo KprukeHOeKCKoi kiiaccu(puKauu aHOPEKTalb-
HBIX TTOpOKOB (2005). Ananuzuposanu Gpopmsl APM, Hanuuue co-
yeranHoH naronorun MBC, HeliporeHHOH qUC()YHKIIMH MOYEBOTO
My3bIPsl, CIHHAIBHBIX aHOMAJNI, XPOHUUECKOTO MHEIOHe(PpUTa
(XIT), 3HaUeHHE HOCUTETHCTBA KUIIEIHBIX CTOM.

Pesynomamui. OCHOBHAsI KIMHHYECKasi TPYIIa BKIOUA-
7a OOJBHBIX C MPOMEXKHOCTHBIM CBUIIOM — 75 (25%) manu-
€HTOB, PEKTOypeTpanbHbIM cBULIOM — 45 (15%), BecTuOynsp-
HbIM cBUIoM — 57 (19%), kimoakoit — 23 (7,6%), 6e3 cBuma —
58 (19,3%), ananpHBIM cTeHO30M — 7 (2,3%), «IPUKPBITHIMY»
HerrepdoprupoBaHHbIM aHycoM — 2 (0,6%). Penkne dpopmbl ObI-
JIM TIPEZICTABIICHBI TAKUMH ITOPOKAMH, KaK PEKTaIbHBIH MEIIOK —
1 (0,3%) ciryuaid, creHo3 npsamoit kuiku 4 (1,3%), BaruHaIbHbIH
ceui 15 (5%), BesuxanbHblil cBull 8 (2,6%), yaBoeHHE NPSIMOH
kumiku 3 (1%), H-o6pa3usiii ceuin 2 (0,6%). Beisaeiaeno npeob-
JagaHue CBUIIEBBIX GopM y 219 (75,2%) GOMBHBIX, U3 HUX PEK-
ToyporeHuTanbuble coyctbst — y 151 (50,3%) manuenTa. Coue-
tanHas naroiorust MBC 6suta y 108 (36%) O0ospHBIX, Yalie npH
BesukanbHoOM — Y 7 (87,5%) u yperpansnom —y 28 (62,2%) cBu-
max, kiaoaxke —y 14 (60,8%). Bue 3aBucumoctu ot ¢popmer APM
B cTpykType naronoruu MBC npeobnanganu o6cTpyKTHBHBIE YPO-
MIaTUH: TTy3bIPHO-MOYETOUYHHUKOBBIH peduokc —y 29 (26,8%) na-
[IUEHTOB, THAPOHePpo3 — y 26 (24%). XII Ha (oHe marosorun
MBC 65uH y 68 (85%) G0NBHBIX, 6€3 COMYTCTBYIOIIEH MaTOIOTHH
MBC — y 12 (15%). Heiliporennsle HapyIeHUs] MOYEHCITYCKa-
HUS BeTpevanuch y 64 (21,3%) nanueHToB, yaiie Ipu KII0ake —
y 13 (56,5%), Be3uxanbaoM — y 4 (50%), BaruHaibHOM — y 5
(31,2%) u yperpansHom — y 13 (28,8%) cumax. CruHalbHbIE
QHOMAJIMU TUarHOCTUPOBaHbl y 65 (21,6%) nanuenTos, npeoo-
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najany areHesus konunka —y 27 (41,5%) u runonsasus Kpect-
na —y 14 (21,5%). Ha sTane HocuTenbcTBa KUIIEYHOW CTOMBI
XII u Hekynupyemasi JedKouutypus obut y 22 (52,3%) uenosexk.

3axmouenue. Ilaronorun MBC y nereii yaie oOHapy»KuBa-
FOTCS C BE3MKAJIbHBIM M YPETpaJIbHBIM CBUIAMH, KJI0akoi. Heii-
poreHHasi TUCYHKIMSA MOYEBOTO Iy3bIpsl BCTPEYAETCs IIPH STHX
xe hopmax APM, a taoke BArHHAaJIBHOM M YPETPaJIbHOM CBHUILAX.
Baxno, uro UMBII auaraoctuposana npu APM 6e3 cBuieit y
13 (18,3%) nmauueHToB. DTO OnpenenseT HeoOXOAUMOCTb KOM-
IUIEKCHOTO 00cenoBanus 00abHBIX ¢ APM amst naeHTuUKaum
coyetaHHbIX TOpokoB MBC u HeliporeHHbIX HapyIIeHUH, pa3pa-
GOTKHM METOJI0B AnarHocTuku u npopminakriuky IMBII u xponu-
94ecKOH OOJIe3HH TOYeK.

BONE3Hb KPOHA, JEBIOTUPOBABLLASA
C BHEKMLLEYHbIX NPOABNEHUN

Kumyuanse B.B., Kumyuanse B.B.

HayuHble pykoBoauTenu: goueHT A.B.
MonsaHckaa A.B., noueHT C.H. YebbIeBa

SIAQY BO «[Mepsbin MOCKOBCKMI rocyAapCTBEHHbIN
MeaULMHCKNIA yHuBepcuTeT nmenn N.M. CeveHoBa»
MwuH3gpaBa Poccum (CeueHoBckuii yHuBepeuTeT), MockBa,
Poccusa

Knouesbie criosa: knuHu4eckul cryyqal; demu; 6051e3Hb
KpoHa; sHekuwe4HbIe nposieneHus; cakpouneum;
Adanumymab

Axmyanbrnocms. B HacTosiiee BpeMsi OTMEYAeTCsl yBeIude-
HHUE YacTOTHI 3200J1€Ba€MOCTH BOCIIAIIUTENILHBIMU 3a00JIeBaHNUS -
mu kumednuka (B3K) B nerckom Bospacre. bonesns Kpona o6ma-
JlaeT NoNMMMOp(GU3MOM KIIMHUYECKOW KapTHHBI, KOTOPBIH 3HAYH-
TENBHO 3aTPYyIHSET €€ TUarHOCTHKY B CIIydae aTHIIMYHOTO Hadasia
U TCUCHHUS.

Onucanue knuHuveckozo ciyyas. Y nauuenra B., 17 ner, B
mae 2019 1. nosiBUIIMCH OOJIU B TOSCHUYHO-KPECTIIOBOM OT/IEIIE MO~
3BOHOYHMKA, KOJIEHHBIX U FOJICHOCTOIHBIX CycTaBax. B ceHTs10pe
2019 r. Ha oHe ycunuBaroiuxcs 0osiel B criuHe, Ta300eApEHHBIX,
TOJICHOCTOIHBIX CyCTaBaX, yTPEHHEH CKOBAaHHOCTH, OBUIH BBISB-
JICHBI PO (EepaTUBHBIC H3MEHEHUS B JIEBOM TPYJHHO-KITIOUNY-
HOM COYJICHEHHH, IKCCY/IaTUBHO-TIPOI(epaTuBHbIE N3MEHEHHUS B
KOJICHHBIX CyCTaBax, OOJIE3HEHHOCTb IPH JBIKEHUSX B Taz00e-
JIPEHHBIX cycTaBaX. Mapkepbl apTpUTOTeHHbIX HH(pekmid, HLA
B27 ne Boisienensl. B nanpHeiiem B 2019-2021 . oOpaiana Ha
ce0s1 BHUMaHMeE cTolikas maboparopHas aktuBHOCTh (COD 1843
mm/4, CPB 12,5-33,9 mr/im). C quarHo3oM: 1OBEHWJIBHBIH WO~
naruueckuit aprput (FOMA), omuroapTpur, nomyyan HECTEPOU-
HBIE IPOTHBOBOCHANNTENbHBIE penapatsl (HITBIT), cynedacaia-
3uH 1500 mr/cytku 6e3 sdpdexra. B 2021 . o 1aHHBIM MarHUT-
HO-pe3oHaHcHOH ToMorpaduu (MPT) ObuT BBISIBIICH CAKPOUIICHT,
Ha3HaueH MeToTpekcar 15 mr/Henento, 6e3 apdexra. Coxpans-
J1aCh UHTEHCHBHOCTH OOJIEBOTO CHHPOMA, MPU3HAKH XPOHUYECKON
WHTOKCHKALIUH, JJaODOpaTOpHasi aKTHBHOCTh, MAJIBYMK MOXyzel. B
CBSI3U C ATUM, HECMOTPS Ha OTCYTCTBHUE KaJI00 U SIBHBIX CHMIITO-
MOB CO CTOPOHBI KEITyIOTHO-KUIIIETHOTO TPaKTa, B staBape 2022
I. ObUTa TIPOBEIEHA KOJIOHOCKOITHS C JIECCHUYHOH OMOTICHEH, BBISB-
JieHbl aThl B TOJIB3/IOIIHON KUIlIKe. Bepuduimposana 0one3Hb
KpoHa ¢ BHEKMIIIEYHBIMU MPOSIBJICHUSMHU B BHJIE CEPOHEIaTHB-
HOW CIIOHAMJIOAPTPONATHH (FOBEHUJIBHBIN CIIOHAMIOAPTPHUT), JIeT-
kas popma (PCDALI 11 6amnoB). Haznauen mecanasun 3,0 1/cyT.
B utone 2023 1. ”HUIIMUPOBAHO JIEUeHUE ATATMMyMa0OOM IO CXe-

me 160-80-40 mr 1 pa3 B 2 Henenu. B HosiOpe 2023 1. mpu oGcie-
JIOBaHMM OTMEUEHA 3HAUUTEIIbHAs MTOJI0KUTENIbHASL AUHAMUKA. 3a
MOJIro/ia MalueHT nonpasuiics Ha 10 Kkr, xano0 Ha 00U B cycTa-
BaX, JKUBOTE, U3MECHEHHI CTysa He Obulo. BocnanurenbHble U3-
MEHEHHS B aHAJIN3aX KPOBH OTCYTCTBOBaJH, rpu Y3 coxpans-
JIMCh TIPU3HAKK CTPYKTYPHBIX U3MEHEHUH CTEHOK KUILIKU B 00Ja-
CTH WJICOLIEKAJIBHOTO YIJIa.

3axmouenue. JIleMOHCTpAIMs KITMHIYECKOTO CITydasi o0paraer
BHUMaHHE [IeIMaTPOB, PEBMATOJIOI0B HAa BO3ZMOKHOCTb HETUITHY-
Horo xinHn4eckoro teuenust B3K y nereii. Pannee naznaueHue
9H/IOCKOIIMYECKOH JMAarHOCTUKHU IIPU YIIOPHOM TEUEHHH CyCTaB-
HOTO CHHJIpOMa IMOBBICHT BEPOSTHOCTh CBOEBPEMEHHOH IOCTa-
HOBKH JquarHosa 6onesznu Kpona.
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CMHAPOM HAPYLWWEHUA UHTENNEKTYANNbHOIO
PA3BUTUSA C QUCMOPOUEN NIULA U MTO30M

Kucypuna A.C.
HayuHbI pykoBoguTenb: goueHT A.HO. LLlyTkoBa

®IrBOY BO «[MpnBOMKCKMn nccnegoBaTenbCKUin
MeOUUMHCKUI yHuBepcuteT» MuHagpasa Poccuu,
HwxHuin Hoeropog, Poccus

Knroyesnie criosa: knuHuYeckul cry4al; CUHOPOM
HapyweHuUs1 UHmeriieKmyarsbHOo20 pasgumusi

¢ QueMopguaMU fluya U Nmo3oM; 8pOXXOEHHbIE NMOPOKU
passumusi; cmueMbl 0U33IMbpuUOeeHe3a

Axmyanonocmy. CUHIPOM HapylIEHUs MHTEIIEKTYallb-
HOTO pa3BuTHA ¢ aucMmopdueit muma u nro3oM (Intellectual
developmental disorder with dysmorphic facies and ptosis,
IDDDFP) — penkoe HaclieICTBEHHOE ayTOCOMHO-J0MUHAHTHOE
3a0osIeBaHue, CBSI3aHHOE C MyTalel B rene BRPF1 Ha 3 Xpomo-
come B Jiokyce 3p25.3 (OMIM 617333) u nposiBistolieecs CHU-
JKEHUEM MHTEJICKTa, TUCMOP(PUAMU JTuIIa (THIIEPTETOPHU3M, MT03),
MTOPOKaMH Pa3BUTHS TOJIOBHOTO Mo3ra. B mupe omucansl 39 ciy-
YaeB 3a00JIeBaHUs.

Onucanue kaunudecrkozo ciyyas. B JIeTcKyro TOpOACKYTO KITH-
HU4ecKy1o O6onpuuny I. Hivkaero HoBropoaa mocTymmn MaasauK
5 Mec ¢ xano0amu Ha 3aJIepKKY (PU3UUECKOTO M TICHXOMOTOPHOTO
pasBurus. bpak 6nuzkoponcTBenHslil. Pe6&Hok ot 3-i Gepemen-
HOCTH Ha (oHe yrpo3bl BeIKHbIIA B 20 Hel, ManoBoaus, (Geto-
IUTAlleHTapHo# HemocTatouHoCcTH. B 1 TprMecTpe npu ynbTpas-
BYKOBOM HCCJIEZIOBaHHH ILTOJIa — BBICOKHMI pHCK cuHIpoMa Jlay-
Ha, B 30 Hem — BeHTpHUKYJIOMeranus. buoxnMudeckuii CKpUHUHT,
HEHHBa3UBHBIN IIpeHaTalbHbIN TecT Oe3 maronoruu. Ponst B 37
HEeJl B TA30BOM IPEAJISKaHUU, Macca Tela npu poxxaenuu 1300 1
JUTIHA Tella 35 ¢M, OKPY)KHOCTB TOJIOBBI 27 CM, OKPYKHOCTb TPY-
1 24 cM, OLICHKa TI0 miKasie Anrap 7/8 6asioB, MbIIICYHAS THITO-
ToHnwusi, runopeduexcusi. OObEKTHBHO B BO3pacTe 5 Mec Macca Te-
na pebenka 3810 r (1 nentunbHblid uaTepBan (L), poct 50 cm (1
111), oxpy»xHOCTB ronoBel 33 cM (1 LI1), okpyKHOCTB Ipynu 36 cM
(1 LN). [MoaxoxkHbII )KUPOBOH CII0H pacnpeesiéH HepaBHOMEP-
HO, 00JIbIIIE BBIpaXKEeH Ha O&Ipax, 0TMEJaeTcst TYTOMOIBHKHOCTD B
KPYIHBIX cycTaBaX. MHOKECTBEHHBIE CTUTMBI JIH39MOpPHOTeHE3a:
MUKpoOpaxuiedass, IHPoKas CIIMHKA HOCa, 3aKPYIIEHHBIH KOH-
YHK HOCA, CKOIICHHBIN JI00 1 3aThIIOK, KOPOTKasl LIesi, HU3KOIoca-
JKEHHbIE MaJIeHbKUE 1e()OPMUPOBAHHBIC YIIIN, KOPOTKUH (GUIBTD,
MHUKpPOTEHHSI, KOPOTKHAE KOHEUHOCTH, OpaXuaaKTHIINsI, KOHYCO-
BUJIHBIC TIAITBIIBI, MAJICHEKUE, YTONIIEHHBIE CTOITBI, MUKPOTICHUS,
KPHUIITOPXU3M. B HEBPOJIOTHUECKOM CTaTycCe TMIIOANHAMUS, Clia-
0ast peaknys Ha 3BYK, 32 IPEIMETOM HE CIIEANT, TOJIOBY HE yaep-
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JKMBAeT, He TYJINT, He nepeBopaunBaercs. [Ipn KT ronossr: aud-
(by3Has neHKOMaISIHs, KpAHHOCHHOCTO3, areHe3HsI MO30JICTOTO
TeJla, NaXUTrupus, BeHTpUKyJIoMeranus, MonekynspHo-reHeTnye-
CKoe 00c/IeI0BaHNE BBISIBUIIO TATOTCHHBIN BAPUAHT HYKJICOTUIHON
rocnenoBareabHOCTU B reHe BRPFI (Chr3:97450064>C ¢.2921-
24>C) B reTepO3UroTHOM COCTOSHUH, XapakTepHsblii 1t IDDDFP.

3nauumocms. Tporunos npu IDDDFP y nanmenrta Hebiaro-
TIPUSTHBIN B CBSI3U C BEICOKMM PHCKOM TSKETON YMCTBEHHOH OT-
cranoctu. Pogutensim nmoka3zano cekBeHupoBanue 1no Canrepy
MCETOAOM «TPHO» IJIs1 YTOUHCHHUS XapaKTepa HACJICAOBaAHUSA MY-
Tanuu y peoeHka.

k 3k sk

PAHHUN OEBIOT U TAXENOE TEYEHUE
TRAPS-CMHOPOMA

Kosopaesa A.M.", Koknna M.10.2

HayuHble pykoBoguTenu: npoceccop,
uneH-kopp. PAH E.N. AnekceeBa'?, npodeccop
T.M. OBopsikoBckasa'?, poueHT E.I Yucrakosa'?

'®rAQY BO «[epBbii MockoBCKkUiA rocyAapCTBEHHBIN
MeauUUHCKUiA yHuBepceuteT nmeHn N.M. CeveHoBa»
MwuH3anpaBa Poccun (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus;

20lAY «HaumnoHanbHbI MeauLUUHCK1IA nccrnenoBaTernbCKui
LleHTp 340poBba aeten» Munasgpasa Poccun, MockBa,
Poccus

Knrouesble crioga: knuHu4eckul criyqau;
aymoeocnanumernbHoe 3abonesaHue; TRAPS-cuHOpom;
OuaeHocmukKa; rnepeuYHbIt uMmMyHodeguyum; mepanus

Axmyanvrocmo. llepnogudeckuii CHHAPOM, aCCOLIMUPOBAH-
HBIH ¢ perienTopoM ¢axropa Hekpo3a omyxonu (TRAPS), opdan-
Hoe 3a00JIeBaHIEe, KOTOPOE CIIOKHO JTUATHOCTUPOBAThH U3-3a MO-
3aUYHOCTH KJIMHUYECKOW KapTHHBI.

Onucanue kaunuueckoeo cayyas. [lanmentka A., 1 rom 9 mec.
VY pebénka ¢ 2 Mec 3ajiepiKka MOTOPHOTO Pa3BUTHS PETYIISIPHO Tie-
PEHOCUT MH(DEKIIMOHHbIE 3a00JeBaHuUs: KUIIEUHbIE, BUPYCHBIE,
opoapuHreanbHbId KaH1103. [leprognyecku — 3Mu30/bl JIH-
xopaaku 10 38°C B COUETAHUHU C CBIIbIO 110 TUIY KPAIIUBHULIBIL,
CyCTaBHBIM CUHJPOMOM (OTEK, 60JIb, OrpaHHYEHHE IOABUKHOCTH
KOJIGHHBIX, TOJICHOCTOITHBIX CyCTaBOB), THUMdaneHonaruei. [Ipu
KOMIIBIOTEPHOH TOMOTpaduy OPTaHOB IPYIHON KIETKH: HHTEP-
CTUIMAIbHBIC U3MEHEHHs 110 THUILYy MaTOBOTO CTEKJIA 3a/HUX OT-
Jes0B 00oux 1€rkux. IIpu MarHNTHO-pe30HaHCHOI ToMorpaduu
TOJIOBHOTO MO3ra: EPUBEHTPUKYIISIPHBIE ININO3HBIE U3MEHEHUS,
THUIOIIIA3Ms KaylaJIbHBIX OTJIEJIOB YEPBS MO3KEUKA C YMEPEHHBIM
pacIIMpeHrneM JJMKBOPHOTO MPOCTPAHCTBA, aCCHMETPUYHAs BEH-
TpuKyomeranus. JJaHHBIX 3a reMoOnacTo3 HeT. Tepanus TIIoKo-
KopTukocTepounamu 6e3 adexra. [Ipu MoTHOIK3OMHOM CEKBE-
HUPOBAHUM BBISBJICHbI [€TEPO3UTOTHBIE MyTaluu B rene SHOC?2
(HyHnano-nofo0Hb1i cuHapom), B reHe 7LR3 (ummyHoaeduuur,
tu 83). I'ocnuranusuposana B HMULI 310poBbs gereil. B o0mem
u OGuoxumHuueckoMm ananm3ax kposu: COD — 40 Mm/4, ypoBeHb
C-peakTtuBHOro Oenka — 78 mr/n. UMMyHOpEHOTHTTHPOBAHHE
JTUMQOIMTOB: CHIXKEHHE OTHOCUTEIBHOTO M a0COIIOTHOTO YK CIa
NK-knerok. [Ipy MPT cycraBoB: CHHOBHT IJIEYEBBIX, JOKTEBBIX,
Ta300€IPEHHBIX, KOJIEHHBIX CYCTaBOB, MEJIKUX CyCTaBOB CTOIL.
YMmepeHHas cruieHoMeranus. BocnanuTenbHble 3a00/1€BaHus KU-
[IeYHHKa UCKIIIOUEHBL. [10 TaHHBIM MOJIEKYJISIPHO-TEHETHYECKOTO
00CTIeIOBaHUS BBISBICH BAPHAHT HEONPEAEIEHHOTO 3HAYCHUS B
rene TNFRSF1A (¢.362G>A het). [lnarao3: AyToBOCHAINTEIb-

Hoe 3aboseBanne — TRAPS-cunapom. [lepBuuHbIii IMMYyHOIE-
¢uuut HeyTOUHEHHBIH. C 1eNbI0 MPeJOTBPAIeHHUS IPOTPECCHPO-
BaHUsI OCHOBHOTO 3200JI€BaHMs IPUHATO pelIeHne 00 MHUIHALUH
tepanuu off-label uarnéutopom akropa HEKpo3a OMyXOIH-0L —
a1aTMMyMaOoM U CEJIEKTHBHBIM HMMYHOJIETIPECCAHTOM — WHTHU-
outopom JAK-krHAa3 — TOGAIMTHHIOOM, C 3aMECTHUTEIHHON 11e-
JIBIO — €KEMECSIHO KypChl BHYTPUBEHHOTO HMMYHOIJIOOYJIMHA.
Ha ¢one Tepanuu cocTosIHUE C MOJIOKUTEIILHON THHAMUKOM: KY-
MIMPOBAHbI CUCTEMHBIE IPOSBICHHS, OCTPOBOCIIAIUTEIBHBIC H3Me-
HEHHUS B CyCTaBaX, HOPMAJIM30BAINCH Ja0OPaTOPHbBIE MOKA3ATEIH.

3axnrouenue. KnuHu4eckuil ciryyail 1eMOHCTPUPYET MPH-
Mep arpeccuBHOTO edroTa u Tedenus TRAPS-cunnpoma Ha do-
HE MePBUYHOT0 UIMMYHOAE(DHUIUTA y peOEHKA paHHEro Bo3pacra,
YTO BBI3BAJIO TPYJHOCTU B AWArHOCTHKE U MOAOOPE HMMYHOIIE-
MIPECCUBHOI TEPalMU B CBSI3H C BHICOKMM PHUCKOM PAa3BUTHS UH-
(heKIIMOHHBIX OCIIOKHEHHM.

TPUEHTUH KAK BTOPAA NIMHUA TEPAINUN
Y PEBEHKA C BOJIE3HbIO BUITbCOHA
N HENEPEHOCUMOCTbIO A-NMEHULUUNNAMUHA

Komapoea A.[."

HayuHbI pykoBoauTens:
npodceccop A.C. Notanos'?

TOrAY «HauuoHarnbHbI MeaULMHCKUIA nccrneaoBaTenbCKui
LeHTp 3g0poBbsa aeten» MuHsapasa Poccun, Mocksa,
Poccus;

20rAQY BO «[epBblii MockoBCKUIA roCyaapCTBEHHbIN
MeauLUHCKUA yHuBepeuTeT nmenn N.M. CeyeHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepcuTeT), Mocksa,
Poccus

Kriouesble criosa: knuHudeckud crydad; demu; 60me3Hb
BunbcoHa; [J-neHuyuninamuH; mpueHmuH

Axmyanvnocmo. TepaneBTHYECKUE TOAXOIBI TIPU OOIE3HH
Bunscona (bB) ocHOBaHBI Ha BOCCTaHOBIICHHH OajlaHCa MEXIY
MOCTYTUICHUEM MU U ee dKCKpermed. OCHOBHBIM JICYEHHEM CUH-
TaeTcs Ha3HaueHue J[-IMeHNnIIIaMIHa, HEIePEeHOCUMOCTh KOTO-
poro o0ycioBIuBaeT HEOOXOAUMOCTh MHANBHUIYAILHOTO MOA00-
pa Oe3omacHoi U 3G PEKTUBHOM Tepanuu C LeNbI0 YTy4lleHHs Te-
YEeHUsI U IPOTHO32 3a00JICBAHUSL.

Onucanue knunuyeckozo caydas. Mansauk M. 6oiteH ¢ 6 jer,
KOTZIa BIEPBbIE ITPH 00CIIeJOBAHMUH 10 TIOBOLY HOCOBBIX KPOBOTE-
YeHHI B ONOXUMHU KPOBH OBIJIO BBISIBICHO MOBBIIIEHHE YPOBHEH
AJIT — 185 El/n u ACT — 123 EJI/1, B nanpHeieM He CHU-
JKArOIMXCs Ha (POHE 6-MECSUHOU Teparuu ypcoIe30KCUXO0IeBOI
kucnotoit. [Tpu noodcnenoBaHuy ObUTH YCTAHOBJICHBI: YMEHBIIIC-
HHUC B KPOBH YpOBHEH 1iepyromiazmMuna (16 Mr/mi), moBbIIeHHE
IKCKpPEIUH MeIu ¢ MO0 (404 MKI/iT), TOMO3UTOTHAsI MyTaIlUsl B
rene ATP7B u ycraHoBieH quarso3 6osesHb Bunbcona. Hauara
tepanus [-nenunmiiaMmuaoM B 1o3e 500 mMr/cyTku, Ha (poHE KO-
TOpPOW OTMEYaJIUCh TOUIHOTA, PBOTA, OOJIH B KUBOTE, (heOpHIIb-
Hast JIMXOPaJKa U rpemnapar 0but oTMeHeH. [Ipu YMEeHbIICHUH J10-
361 JI-neHumuiaMuHa 10 250 Mr/cyT OBUTO OTMEUEHO CHIDKEHHE
Al no 60/40 MM pT. CT., JIUXOpAJKa, CIIa00CTh U TOJIOBOKPYKE-
nue, [IpoBenena cMeHa Tepanuu Ha CONM IUHKA. B cBsA3M ¢ co-
XpaHEHUEM BOJIHOOOpa3HOU JlaboparopHoil aktuBHOCTH (AJIT
468-144 El/n; ACT 19660 EJ1/n1, Mmenp B Moue 152 MKr/cyT) Ha
(oHe 5-nmeTHero npuema IUHKA, O0JILHOM B Bo3pacTte 12 jeT mo-
crynwi B HMULL 300poBes AeTeld. YUUThIBas MUHUMAJbHBIN 1IU-
tonu3 (AJIT — 94 EJl/n, ACT — 58 EJI/71), ypoBEeHb MEH B MO-
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4ge — 56 MKI/CyT, Tepanus HHKOM CyIb(aToM ObLIa MpoaoIiKe-
Ha. [Ipu oOcnenoBanuu yepes 6 mMec., IPUHUMAsT BO BHUMaHHE
HapacTaHue ypoBHei Tpancamunas (AJIT — 235 EJl/n, ACT —
112 EJI/n) u menu B Moye (251 MKr/cyT), HenepeHocumocTb Jl-re-
HUILIUIAMIHA, peOEHKY ObLT Ha3HAYEH TPHEHTHH C MOCTEIICHHBIM
yBeIHm4YeHUueM 1036l 10 20 mr/kr/cyTku. Yepe3 3 Mec. OT Hayana
npueMa mpenapara OTMeueHa OTYETIIMBAs [TOJIOKHUTENbHAS THHA-
MuKa B Buje cHbkeHus ruronusa (AJIT — 54 EJl/n, ACT — 30
EJI/n) u ypoBHS Me/iu 710 LIENEBBIX 3HaYCeHUI — 163 MKI/CyT, Tak-
e He ObLIO 3a()MKCUPOBAHO AJUICPrHUECKUX PEaKkIui U HapyIle-
HUsl 0OMEHa KeJie3a, YTO CBUETEIILCTBYET O 0€30IaCHOCTH U -
(DEeKTUBHOCTH JICUCHHS.

3axnouenue. 1lunka cynpdar kak mpenapar BTOpOW JTHHUU
MasIo3(pPEKTUBEH Y CUMIITOMATHYECKUX OOJNBHBIX M TpeOyeT TIlia-
TEJILHOTO BpayeOHOT0 MOHUTOPHUHTI'A, B CBSI3H C UeM IPH Herepe-
HOCHMOCTH J[-IIeHUIMIIIaMHHA B KAY€CTBE CIIEYIOIICH CTYIICHH
Tepariy MoKa3aHo Ha3HAYCHHE TPUCHTHUHA, KOTOPBIH MOXKHO CUH-
Tarh Oe30macHoi 1 2Q(HEeKTUBHOM abTepHATHBON J{-TIeHHIUILIA-
MUHY, B TOM YHCIIE Y JeTEeH.

k ks

MOP®O®YHKLUNOHAIIbHAA HE3PEJIOCTb
rONOBHOIO MO3rA HEQOHOLIEHHbIX AETEN:
B3AMMOCBA3b MEXAOY TAXECTbIO
NMOPAXEHUA N MEPUHATATNbHLIMA
DAKTOPAMU PUCKA

Kongpartenko E.[I.!
Hayu4Hbih pykoBoguTenb: npodpeccop O.H. Oerrapen?

TOrAQY BO «[MepBbit MOCKOBCKMI rocyAapCTBEHHbIN
MeOVUUHCKUI yHuBepcuTeT nmenn .M. CeyeHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepeuTeT), Mockea,
Poccus;

2PI'BY «HaumoHanbHbI MeQULUHCKUI uccneaoBaTenbCKui
LeHTpP akyLuepcTBa, MTMHEKONOrMM 1 NePUHATONOrMM UMEHN
akagemuka B.W. Kynakosa» MuHsgpasa Poccun, Mocksa,
Poccus

Krtouesbie crioga: 2r1y60k0 HEOOHOWEHHbIE

0emu; 8HympuxesyOo4yKo8ble KPOBOUSTUSIHUS;
rnepuseHMpUKynspHas netkomansayus;, CmpyKmypHble
ropaxeHusi 20/108HO20 Mo32a

Axmyanvrocms. MophodyHKIMOHAIBHAS HE3PETIOCTh TOJIOB-
Horo mo3sra (I'M) HeZOHOUIEHHBIX JeTel, POJAUBLIMXCA C OYCHb
Huzkoit (OHMT — 10001499 r) u sxcrpemanbHo HU3KOM (DH-
MT — 500-999 1) maccoii Tena, co3maéT MPEANOCHUIKH KaK K Te-
MOpparndeckuM, TaK 1 K umeMudecknM nopaxkenusm [{HC. Tu-
IUYHBIMH CTPYKTYPHBIMH NoBpexaeHus MU ['M niry6oko HeIoHO-
LICHHBIX JIETEH SIBIISIOTCS BHYTPHIKEIYI0OYKOBBIE KPOBOU3IIHUSHHS
(BXK) u nepuBeHTpUKyIApHble JNetikomamsuuu (IIBJT).

Llenv: ompeneneHne 4acTOThl U TSDKECTH CTPYKTYPHBIX I10-
Bpexkaennii [' M, BeisiBnsieMbIx y HOBopokaEHHBIX ¢ OHMT u DH-
MT; olieHKa neprHaTaIbHBIX (PAKTOPOB PHCKA U XapaKTePHUCTH-
Ka PaHHUX HEBPOJIOTHUECKUX HApyIIEHHH ¢ y4ETOM recTalloH-
Horo Bo3pacra (I'B).

Mamepuanet u memoovl. B peTpoCcEeKTUBHOE KOTOPTHOE
HccenoBanre BKItodeHs! 366 nerelt, ponuBmuxcs ¢ OHMT u
OHMT Ha cpoke OepeMeHHOCTH < 34 HeJl U HAaXOIUBIIMXCS HA BbI-
Xa)KMBaHUM B iepuHaTaibHoM neHTpe B 2019-2022 rr. B 3aBucu-
MocTu oT I'B Bce marnueHTsl ObUIN paszeseHsl Ha 3 rpynmsl: 1-s
(n=159)—240/7-27 6/7 vex; 2-s1 (n =210) — 28 0/7-31 6/7 nen;
3-1(n=97)— 32 0/7-33 6/7 nen.

Pezynvmamur. [lpn HefipocoHOTpaduu CTPYKTYpHBIE Hapy-
mennst ['M BesiBnienst y 109 (29,7%) HeTOHOLIEHHBIX AeTel, IpH
stoM BXKK — y 87 (24%), 25 u3 xotopbix umenu npusHaku [1BJI.
W3omuposannas [1BJI Bersinena y 22 nereit. Takum o6pa3zom, [1BJI
JMarHocTupoBansl B 13% ciydaes. Bce HeJOHOIIEHHBIE JETU CO
CTPYKTYPHBIMH HapyleHusMUA ['M ObUIH KITacCH(PHUIUPOBAHBI:
A — BXK-1-BXK-2 — manueHTsl ¢ yMEpEHHBIM MOPaKCHH-
em LIHC (7,6%); B — BXK-3 — ¢ Tspxénpiv nopaxennem LITHC
(9,3%); C — neru ¢ [IBJI, B Tom uncinie Ha pone BXKK, ¢ kpaii-
He TsokEnbiM opakernem LTHC (12,8%). ConocraBnenue nereid
0e3 CTpYKTYpHBIX nopaxkenuii M ¢ 1eTbMu U3 Kax 101 moarpyn-
16l BBISIBUJIO 3HAYMMBbIE Pas3iNyusl B OLIEHKe Amrap M Macchl Te-
na npu poxaeHnd. CyniectBeHHbIe pazianans o ['B 6butn yera-
HOBIIeHBI MexX Ty Tpynmamu B, C u koutponem. [lopaxenns [THC
kareropuu C npeobnananu y nereii ['B < 28 nen. Cnenyer orme-
THUTb, YTO CYJOPOXHBIN CHHIPOM BCTPEUAJICs Yallle B IPyIIIE Jie-
Tell ¢ yMEepeHHbIMU CTPYKTYpHbIMU nopaxkeHusimu LTHC, a mape-
3bl — Yy JeTeil ¢ kpaiiHe TsokénbiMu nopaxkenusmu [THC.

3axnrouenue. 3HATUMBIMU TIpEIpAcIIONaralouMu GakTopa-
MH Pa3BUTHS TSHKENBIX U KpaliHe THKENBIX mopaxennit ['M y He-
JIOHOIIIEHHBIX JieTell siBistroTcest Manblii I'B, Hu3kas macca Tena mpu
POXKICHUM U HU3Kas OLEHKA 110 1Kkaje Anrap. PanHue HeBpoo-
rMYECKHe HapyIIeHHs y [TyOOKO HEIOHOLIEHHbIX AeTeil Hecle-
OU(QUIHBL ¥ 3aBUCAT OT TsDKeCTH mopakenust LIHC.

BPOXOEHHASI LUTOMEIANIOBUPYCHAS
WHOEKUUA

KoHonnésa B.B.

HayuHbI pykoBoguTenb: KaHA. MeAd. Hayk
A.10. LLimenéBa

®IrBOY BO «AcTpaxaHCKui rocyaapCTBEHHbIN MEANLMHCKNIA
yHuBepcuteT» Munsgpasa Poccun, ActpaxaHb, Poccusi

Kniroyesnie criosa: KnuHUYCKUU criyyal; 8pOX0EHHas
yumomezanosupycHasi UHghekyusi;, duaeHoCmukKa;
cybKnuHU4ecKkas gpopma

Axmyanenocme. BpoxaeHHas TUTOMETraJIOBUPYCHast HH(]EK-
nust (BIIMB) — 310 nH(pekInoHHOE 3a001€BaHNE U3 IPYIIIIBI Tep-
[IECBUPYCOB, KOTOPOE pa3BUBACTCS BCIIEACTBUE aHTEHATAJIbHOM
nepeaadn Bo3OyIuTeNs OT MaTepH K miony. Yactora BcTpedaemo-
ctu Bapbupyercs ot 0,5 110 2,5% 0T Beex KUBOPOXKICHHBIX ACTEH.
Knunnueckas xapruna BIIMB Hecnenuguuna, y HOBOPOXKAEH-
HBIX IIPe00IIalatoT: KeATyXa, HU3Kas Macca Tella IPU POXKICHUY,
rernaroCIIeHOMET allisl, MEHHHTO9HIE(aINT, KUCTHI U KalbIH(H-
KaTbl B TOJIOBHOM Mo3re. [ToaTomy mpu cyOkmuHIYeCKuX Gopmax
BILIMB 3naunMbIM AMAarHOCTHYECKUM MPHU3HAKOM ITEPCHCTUPOBA-
HUS BUpYCa SBIISIETCS TECTUPOBAHUE METOIOM IIOJIMMEPa3HOMN Liell-
Holl peakuuu (IILIP) nny moceB BUPYCHBIX KyNbTYp U3 OUOIOTH-
YECKUX XKUAKOCTEH HOBOPOXKIEHHOIO.

Onucanue xnunuueckoeo cayuas. Ilanuent K. ponuncs ot 4-it
OepeMEeHHOCTH, 4-X CPOUHBIX POJIOB, HA CPOKE recraruu 39 Hex, ¢
Maccoii Tena npu poxkaeHun 3590 1, anmuHoM Tena 53 ¢M U OIeHKOH
no mkane Anrap 8/8 6amios. [IpenaranbHo y peO&Hka Oblia 3a-
nojo3peHa BHyTpuyTpooHas nndexuus (BYHN) mnoxna. IIpu ocmo-
TpPe B OT/AEJIECHUHU [1aTOJIOTMHY HOBOPOXKICHHBIX Y HEJJOHOLLICHHBIX
JieTell BBISBICHBI: [IMAHO3 KOXHBIX ITOKPOBOB, CaTyparys KpoBU
SpO2 93%, cnuzuctoe otnensemMoe Mpy caHalui HOCO-POTOITIOT-
ku. Ha BonocucToii yacTu royoBbl, KoXe JIMLA, TPY/AU, CIIUHBL, B
IIEHHBIX CKIaKaX, 3a yIIaMU UMEIOTCS TOIUMOP(HBIE IEMEHTBI,
YaCTUYHO BCKPBIBIIUECS, YACTUYHO C MYTHBIM cofep:kuMbIM. Ha
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JIMLE TIeTeXHanbHasl ChIllb, CIIU3UCTAs pTa OJIeTHO-PO30Basl, CIIeT-
Ka «IeHuT». Taxke HabIoaanach HeBpOIOrHIeCcKas CHMITOMATH-
Ka (CHW)KEHHUE IBUIaTEIbHON aKTHBHOCTH, BHIPAKEHHBIH TpEeMOp
1o100pO/IKa, KOHEUHOCTEH, TuIepecTe3us, TunopedIeKcus, CHI-
JKEHHE MBIIIEYHOr0 TOHyca). Ha 11 CyTKH jKHM3HU BBISABJICHO T10-
BBIIIIEHHE TEMITepaTyphl Tena 10 GpeOpmibHbIX 1mdp. Hanee npu-
COCIIMHMITUCH sIBJIeHHs aTo3HOrO cToMaruTa. Ha 15-e cyTku ObI-
JIO OTMEUEHO TMOSIBJICHUE CYJI0POT' B BUJIE MUTaHUS JIEBOTO 1J1a3a,
TOHUYECKUX CYAOPOT B JIEBOH PyKE, TOHUYECKOI'O HAIPSKEHUS C
BBITSATHBAaHHEM TyloBHIIA. [IpoBeneHa nroMOanbHast IMyHKIHS, C
riomoupto [P B ukBope Obu1a BoLsiBieHa JJHK nntomeranosu-
pyca, IOBBIIIIEHHBIN YPOBEHb O€JIKa U IUICOLUTO3. AHAIN3bI KPO-
BU TOBOPHWJIM O TEKYIIEM BOCIAJIHTEIHHOM Iporecce (JIeHKonu-
T03 ¢ HelTpoduiesom, Beicokuit CPB). Ipu HelipocoHorpaduu
ObLIM ONpeeIeHbl IPU3HAKH BeHTPUKYJIOMETJINH, BHY TPHIKEIY-
noukoBoe kposousznusuue (BXKK) 2 crenenu cnpasa. Y4uTbiBas
BOCIAJIMTENIbHBIE H3MEHEHHS B JINKBOPE, FeMOrpaMMe 1 HapacTa-
HUe ruapouedanuu, ObUIO IOKa3aHO HAJIOKEHUE HAPY)KHOTO BEH-
TPUKYIISIPHOTO ApEeHaKa IPaBOro OOKOBOTO xenmygouka. Ha ¢pone
MIPOBEICHHSI IPOTUBOBUPYCHOMN Tepanuy MpernapaTaMu raHIuKIo-
BUP U BAJITAaHLIMKIIOBHP B JIMKBOPE HE ObIO 0OHAPYKEHO [IUTOME-
raJOBUPYCHOM HH(DEKIUY.

3axnrouenue. Ins apdexTuBHOrO 00CIe0BaHNs HOBOPO-
JKJEHHBIX ¢ ono3peHueM Ha BIIMB nomxna npoBonutsees [T1IP
nuarHoctuka Ha BeiasiaeHue /IHK muromeranosupyca B mo6om
OHMOJIOTHUECKOM MaTepHale Uik oOHapykeHne antuten Kk [IMB,
TaK KaK BO3MOXHbIE cyOKnnHu4Yeckue Gpopmbl BpokaéHHOH [[MB
HE UCKJIIOYAIOT OTJAJIEHHBIX MOCIEACTBUM B BUJE: ICUXOMOTOP-
HOW ¥ yMCTBEHHOM 3a/I€PKKH, HEHPOCEHCOPHOU TYTOyXOCTH, Ha-
pyuenuii 3peHusi. HoBopoxaA€HHbBIE IETH ¢ MOJO3PEHUsMU Ha
BYU TpebyroT TImarensHoro 00CaeI0BaHusl Ul CBOEBPEMEHHO-
IO Hayajla Tepanuyu U yBEeJIUUYCHHUs IIAHCOB Ha 370POBYIO JKU3Hb.

AHAINW3 NOTPEBJIEHNA AHTUMUKPOBHbIX
MPEMAPATOB HA ®OHE NAHOEMWK COVID-19
Y OETEN

KoHypkuHa H.C., TemupxaHoBa T.T., PuceHko E.I1O.

HayuHble pykoBoauTtenu: npodeccop
H.A. UnbeHkoBa, aoueHT E.H. BoyaHoBa

OIrbOY BO «KpacHosipckuii rocyaapCTBEHHbIN MEAULIMHCKAIA
YHUBEPCUTET MMeHU npodeccopa B.dP. BonHo-AceHelkoro»
MwuH3gpasa Poccun, KpacHosipeck, Poccus

Kriroueabie crioga: demu; aHMUMUKPOBHbIE rpenapamal;
aHmubakmepuarnbHas meparusi; ghapMakoanuéemMuonoaus;
COVID-19

AxmyansrHocms. beictpoe pacripoctpanenne SARS-CoV-2,
4acTOTa Pa3BUTUS OCIOKHEHUI NPUBEIU K PE3KOMY YBEIIMUECHUIO
UCIIOIb30BAHUS aHTUMUKPOOHBIX npenaparoB (AMII) Bo Bpems
nmangemun COVID-19. Baxknyro ponb B Tiporiecce KOHTPOIISI MC-
nonb3oBanust AMIT urparot GapmMakosmuIeMHOIOTHIECKHIE UCCIe-
nosanus. Hecmotpst Ha To uto metonosnoruss ATC/DDD sgisiercs
30JI0THIM CTaHAAPTOM IIPU AaHAIN3E NOTPEOICHHS JIEKapPCTBEHHBIX
CPEICTB, BEICOKAsi BapuadeIbHOCTh JO3UPOBOK MPENapaToB y Jie-
TeH NPUBOJAUT K HEBO3MOXHOCTH KOPPEKTHOM OLIEHKU 1OTpediie-
aust AMII B mequarpum.

Lenwv: onpenenuts Biusaue nangemuun COVID-19 Ha ypo-
BeHb norpednenus AMIT y nereii.

Mamepuanvr u memoosi. IIpoBenéH ananus noTpeOneHus
AMII B BYX neMaTprUyueCcKuX MyJIbMOHOJIOTHYECKUX OTACICHHU-

SIX MHOTOTIPO(HIIBHBIX CTAIIHOHAPOB C HCIOJIB30BAaHUEM JISTCKOI
metonosorun ATC/DDD u yu€ToM BO3pacTHO# CTPYKTYpBI ITPO-
JICYEHHBIX OOJBHBIX. AHATM3UPYEMBIH IIEPHUOA OXBATHIBAJ IO 10
nangemun COVID-19 (2019 ) u 3 rona camoii nannemun (2020—
2022 rr.). PacuéTtpl mpoBOIMIIN € HCIIOIB30BAHHEM KAJIBKYJIATOPA
AMRCalc (www.antibiotic.ru). FIToroBsie pe3yasrarsl ObLIH HO-
Jy4eHbl B 2 BapHaHTax pacuéra — I10 AETCKOH M CTaHAapTHOM
METOIOJIOTHH.

Peszynomamur. HecMoTpst Ha 00LIYHO TSHICHIMIO TTOKa3aTeNe,
[IPY CPAaBHEHHUHU PE3YJILTATOB, MOJYYSHHBIX MTPU pacuére Mo CTaH-
JIApTHOI U NeAUATPUUECKON CUCTEME, PA3HULIA MEXK]TY YPOBHEM I10-
tpebnenus AMII nocrurana 6onee 40%: B 2020 r. — ypoBeHb 10-
TpeONeHus 1o cTaHaapTHOH MeToonorud — 86,7 DDD/100 /11, o
nerckoit — 121,49 DDD/100 x/n (6onbie Ha 40,1%); B 2022 . —
o cranaapTHoit metonoiorun — 88,34 DDD/100 /1, no ner-
ckoii — 133,46 DDD/100 /1 (6osbie Ha 51,1%). O0uwmii 00b-
&M notpebneHns aHTuOaKTepUallbHBIX IIPeraparos Bepoc ¢ 71,65
DDD/100 x/x B 2019 1. 10 121,49 DDD/100 &/ 8 2020 . Ha ¢o-
He Havana nmangemud COVID-19 B 2020 1. mo cpaBHEHHIO C TO-
JIOM paHee 3HaYUTEIbHO YBEIUYMICsS 00BEM MOTpeOIeHus Ma-
kposnioB — ¢ 29,48 DDD/100 /i 5o 55,06 DDD/100 x/1 (B 1,8
pasza), neganocnopusos — ¢ 8,61 DDD/100 k/x o 14,83 DDD/100
k/n (B 1,7 pa3a), neanumiuimaoB — ¢ 23,25 DDD/100 k/n no
33,47 DDD/100 &/ (B 1,4 paza).

3axntouenue. Torpedbnenne AMII B neauaTpuvecKux myiib-
MOHOJIOTHYECKHX OTAEJIECHHUSX MHOTOIPO(UIBHBIX CTAllHOHAPOB
Ha one nangemun COVID-19 yBenuuuocs B 1,7 paza. Haubo-
Jiee 3HAUUTEIILHO BBIPOC 00BEM mOTpeOIeHUs] MAaKPOJIU/IOB, 11e-
(harocnopvHOB M NEHUIMIUIMHOB. Vcronb30BaHKe neanarpuye-
cxoif Momudukanmn ATC/DDD MeTononoruy no3BoseT NoyduTh
TOYHOE IMPEICTaBICHHE 00 HCTHHHOM MOTPEOIEHIN CUCTEMHBIX
AMII y nereii.

OEGULNT LMHKA Y HEQOHOLLUEHHOIO PEBEHKA

KoHumnHa H.A."

HayuHble pykoBoauTenu: npodeccop
M.B. Haporan'?, poueHT O.A. Kpor-heHceH'?

'®rAOY BO «[epBbiit MOCKOBCKUIA rOCYAapCTBEHHbIN
MeauLMHCKUA yHuBepeuTeT nmenn N.M. CeyeHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepcuTeT), Mocksa,
Poccus;

20I'bY «HaumoHanbHbIN MEeAULIMHCKUIA UCCNEaoBaTENnbCKUIn
LIEHTP aKyLlepcTBa, NMHEKONOrMN U NEPUHATONOMMN UMEHN
akagemuka B.W. Kynakosa» MuHsgpasa Poccun, Mocksa,
Poccus

Kntouesbie crosa: knuHuYeckull crydati; HeOOHOWEHHbIE
demu; decbuyum YuHKa; napeHmepasbHoe rnumaHue

Axmyanernocms. HeloHOLIEHHBIE IETH YacTO HYXXJIAIOTCS B
Ha3HAYCHUH MAPEHTEPAILHOTO MMUTAHMS Ha [UTUTENBHBIA CPOK, YTO
sBJIsieTCs. (PAKTOPOM pHCKA Pa3BUTHA Ae(DULUTA LIMHKA.

Onucanue knunuueckozo ciyyas. Majbsauk, ot 1-it 6epeMeHHo-
cTH, 1-X IpexIeBpeMEHHBIX ONEpaTUBHbIX POIOB Ha cpoke 31 Hex.
Macca Tena npu poxxaenuu 980 1, amHa tena 32 cm. C poxaeHus
HaXOJMJICS Ha MOJHOM MapeHTePaTbHOM MHUTAHUH B CBS3U C BO3HU-
KaBIIVMH HAPYLICHUSMU CO CTOPOHBI XKEMyA0THO-KHAILIETHOTO TPaK-
Ta: HEKPOTHYECKUM SHTEPOKOIUTOM, JKEITyLOUHBIM KPOBOTEUCHHEM
U IUCKUHE3HeH Kellyl0uHO-KuleyHoro Tpakra. Ha 40-e cyTku xus3-
HY OTMEYEHO NOSBICHUE U3MEHEHHUH Ha KOXKe B BUJIE BE3UKYI O0JIb-
[IMX pa3MepoB Ha CTOMAX U PyKaX, )pO3UBHBIX OYAroB ¢ reMoppa-
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TMYECKHMH KOPKaMH Ha JIMILE, IIPEUMYIIECTBEHHO I10 Kparo Ty0, 1
B IEpUAHANILHOM 00MacTu. Y peOEHKa TakKe HaOMIOaIOCh CHIKE-
HHE [OKa3aTenel akTUBHOCTH LIENOYHOM (ocdarassl B JUHAMUKE:
455,277,136 EJl/n Ha 4, 41 u 46-¢ CyTKU )KU3HU COOTBETCTBEHHO.
[pu nooOcneoBaHNM BBISIBICHO CHIDKEHHE YPOBHS LIMHKA B KPOBH
110 4,5 MkMoute/1. Hauato mocTeneHHoe HapanyBaHue 00beMa dH-
tepanbHOro nuranus. C 49-x cyToK KU3HU B TApEHTEPAIIbHOE TIH-
TaHue 100aBJICH KOMIUIEKC MUKPOYJIEMEHTOB, BKITIOUAIOIINH IIMHK
(«Annamens H» B no3uposke 0,1 ma/kr/cyt). C 53-X CyTOK KU3HA
PpeOEHOK Hava Mojyyarhb MepopajbHbId Npernapar HUHKA B 103H-
poBke 2 Mr/cyT. MecTHO Ha 00acTh 3po3uil mpumeHsuuch «bane-
onnny, «JleBomexoiby, nossi3ku «bpanomuaa Hy. Ha doune mpo-
BOJMMOM Teparuy OTMEYallach BbIPAKCHHAs! TTOJIOKUTEIbHAS JIU-
HAaMHKa B BUJIC CUE3HOBEHNSI KOXKHBIX MPOsiBICHHH. PeOEHOK OBLI
BBINUCAH U3 CTALMOHApa Ha 92-€ CYyTKH KM3HU, HA MOMEHT BbIIHU-
CKH YPOBEHb COJEPMKAHUSI LIMHKA B KPOBU cocTaBu 18,1 MKkMOIB/1,
YTO COOTBETCTBYET BO3PACTHOM HOpME.

3axniouenue. JlaHHbIN KIMHUYECKUH ClIydail 1eMOHCTPUPYET
pa3BUTHE Y HENOHOILEHHOTO peOEHKa CHMITOMOB Ae(DHIIUTA [[FH-
Ka BBHJy €r0 HeJOCTaTOYHOI'0 NOCTYIUIeH!s B opranu3mM. HasHa-
YeHHE MapeHTePaIbHOTO MUTAHKS C YIeTOM ITOTPEOHOCTEH B MU-
KpO3JIeMEHTaX HEOOXOIUMO ISl MPO(UIAKTUKH TOJAO0OHBIX CO-
CTOSIHUH Y HEJIOHOLIEHHBIX JIETEH.

BINNAHUE NPOBOKALIMOHHBLIX MPOB HA
YPOBEHb TPEBOXXHOCTU POD,VITEHE?I
NALUMEHTOB C NMULLEBOW ANJNEPIUEN

KoHuuHa C.A.

HayuHble pykoBogutenu: .M. JleBuHa,
poueHT J1.LA. ®egopoBa

OrAQY BO «[MepBbit MOCKOBCKMI rocyAapCTBEHHbIN
MeauLMHCKnA yHuBepeuTeT nmenn N.M. CeyeHoBa»
MwuH3agpaBa Poccum (CedeHoBckuin yHMBepcuTteT), Mocksa,
Poccus

Knrodeesle criosa: demu; nuwiesas annepausi;
MPOBOKaUUOHHbIE MPOBbI; MPEBOXHOCMb

Axmyanvrocmo. [Inmesast amneprus (I1A) — noternmambHO
KHU3HEYTPOXKAIOILEe COCTOSIHNE, OKa3bIBAIOIIEe HETATUBHOE BIIU-
SIHAE Ha KaueCTBO JKU3HU NAllMEHTOB U WIEHOB UX ceMel. OqHuM
U3 METOAOB AuarHocTuku [TA sBisieTcs mpoBeaeHHe IPOBOKALM-
onnbix npod (III1) ¢ anneprenom. I1I1 Mo3BONSIOT ONpPEAETUTH
MIEPEHOCHUMOE KOJIMUECTBO MUIIEBOT0 IPOAYKTA U CTEIEeHb BhIpa-
JKEHHOCTH QJUIEPIHUYECKON PEaKIny, 4TO CIIOCOOCTBYET CHUKE-
HUIO TPEBO)KHOCTHU Y TIALIMEHTOB 1 MX POJCTBEHHUKOB.

L]ens: onpenenuts Bausnue nposenenus [111 na TpeBokHOCTH
ponuTteneit nmanueHTos ¢ [TA.

Mamepuanst u memoobst. B IpoCIIEKTUBHOE HHTEPBEHIIMOHHOE
uccienoBaHye ObUTY BKIIOUEHb! 97 feTell B Bo3pacte oT 6 Mec 110
17 net, HaOJIOMAIOIIMECS 110 TTOBOJY AJIJIEPTUYECKON peakuy Ha
0eIoK KOpoBbhero MoJioka u/wiu sina. [lepen nposenennem I1IT
OCYILECTBIISUIOCh aHKETUPOBAaHUE POJUTENEH NAIIMEHTOB MIPU TI0-
MOIIY BaJIUAU3UPOBAHHOIO CTaHAAPTH3UPOBAHHOIO ONPOCHUKA
«The State-Trait Anxiety Inventory» /1 OLIEHKHY CTEIIEHH CUTYa-
tuBHOHU (CT) n muunoctHOH (JIT) TpeBoXKHOCTH. AITOPUTM TPO-
BeJICHUS IPOOBI IPECTABIISIET COO0 ananTHPOBAHHYIO BEPCHIO
CYLIECTBYIOLIMX IIPOTOKOJIOB AJIJIEPTOIOIHYECKUX OpraHu3anuii.
Uepes 12 mec ObUIO MPOBEICHO MOBTOPHOE aHKETUPOBAHUE PO-
JTenell Al ONpeneneHus U3MEHEHUH YPOBHS TPEBOKHOCTH U
YAOBIETBOPEHHOCTU OOCIIEIOBAHUEM.

Pezynomamul. B Xx01e MOBTOPHOTO aHKETUPOBAHUS OBLT yCTa-
HOBJIEH KOHTAKT ¢ 72 (74%) naunentamu. W3 nx ancna 68 (70%)
OOJIBHBIX PACIIMPHIIM CBOH PAIIMOH, CPEIH KOTOPBIX 61 OOIBHOMY
BBEJIM IPOAYKTHI IOJTHOCTBIO, 7 — yacTH4HO. [Ipu a3Tom 83% pe-
CIIOH/ICHTOB OTMETHJIU, YTO MPOBE/ICHHE MPOObI MOBIHAIO HA UX
JKM3Hb CHJIBHO MJIM CKOPEE MOJIOKUTENBHO, ITpu 3ToM 91% monHo-
CTBIO HJIM CKOpEe COIIaCHBI C HEOOXOMUMOCTRIO mpoBeneHws 111
qutst nuarHoctuku [1A. [ToBTopHO 3an0THUITN OTIPOCHUKH IO TPe-
BokHOCTH 30 (31%) yuacTHHKOB. Cpei HUX OTMEYAIOCh CHHKE-
HME YHCIIa POAUTENEH MallueHTOB ¢ BBICOKOM crenenso CT —c 7
(23%) 1o 2 (6%), 4yrcio yHYaCTHUKOB C HU3KOM CTETICHBIO TPEBOXK-
HOCTH yBennumiIoch ¢ 2 (6%) 1o 7 (23%). 1o nanneiv ouenku JIT
YHCIIO POIUTEINEH C BEICOKOH CTENEeHbI0 CHU3MIIOCH 110 7 (23%) 1o
cpaBHeHuto ¢ 19 (63%) npu nepBUYHOM 3aII0JTHEHUH OIPOCHHUKA.

3axnrouenue. Tposenenne I1I1 criocoOCTBYeT yMEHBIICHHUIO
YPOBHSI TPEBOKHOCTH poxuteneii nereii ¢ [TA. OtmedeHa mo3uTus-
Has TEH/ICHIMS K paclIMpeHuIo pauuoHa 0onbHbIX [TA, 4To yKa-
3bIBAET Ha BO3MOJKHOCTD €€ BHEJIPEHHS B KIIMHUYECKYIO TIPAKTHUKY.

k 3k 3k

3®PEKTUBHOCTb MrEHHO-MHXXEHEPHOW
BMONOIMYECKOW TEPANWN ATOINMUYECKOIO
OEPMATUTA 1 O4YATrOBOU ANOMNELUU

Kopo6oga C.P.', MbikbsiHoBa I.A.", FabyeBa A.M.!
Hay4Hbi pykoBoauTtens: B.B. UBaHunkoB?

'"OFAQY BO «Poccuiickuii HaumMoHanbHbIN
nccnenoBaTenbCkuii MEAULMHCKUA YHUBEPCUTET UMEHN
H.W. Muporosa» Munagpasa Poccun, Mocksa, Poccus;
20IMBHY «PoccuiAcknini HauMoHanbHbINA LEHTP XMPYprim
nmeHun akagemuka b.B. MNMetposckoro», HAN neguatpumn
1 oxpaHbl 3gopoBba aeten HKL, Ne 2, Mockea, Poccus

Krirouesbie crioga: KnuHuUYeckul criyyali; o4azoeasi anoneyus;
amonu4eckuli depmamum; Oynuymab

Axmyanvnocmo. Aronndeckuil nepmarut (Atl) — oxHO u3
Hanbolee pacpoCTPAaHEHHBIX ISPMATOIOTHUECKHX 3200 IeBaHUI
y neteil. Y manueHToB ¢ AT/l MOBBIIIEH PUCK Pa3BUTHUS O9aroBOM
anonenuu (OA). lynuirymad — MOHOKJIOHAJIBHOE aHTUTEIIO, KO-
Topoe O6nokupyer nepenauy curnanoB UJI-4 u NJI-13 u ucnons-
3yeTcsl B Tepanuu TSDKENbIX hopm AT/I.

Onucanue knunuueckozo cayyas. B mapre 2021 r. B oTaenenue
JIEPMaTOIOTHH TTOCTYIHII MaburK 11 et ¢ oboctpennem At/l u
OA. A1/l neGrotupoBain y peOEHKa B Bo3pacte 3 mec, 3a00JIeBaHUe
HOCHJIO PELIMANBHPYIOIIHMI XapaKTep, HalUeHT OTyYa Kypchl TO-
MAYCCKUX KOPTUKOCTEPOUIOB, SMOJICHTOB U CUCTCMHBIX aHTUT'U-
CTaMHHHBIX IIPENapaToB ¢ BpeMeHHbIM 3 dextom. uarnoz OA
ObLI yCTAHOBIIEH B BO3pacTe 4 JIET Iociie 00pallieHus! K AepMaTo-
JIOTY B CBSI3U C BBIPa)KEHHBIM BBINAJICHHEM BoJloc. B Bo3pacte 6
net Habiromancst Bropoit smm3on OA, 000CTpEeHHUs Pa3peIInINCh
CaMOCTOSITENBHO. AJUIEpruuecKuii aHaMHe3 OOJIBHOTO OTATOIICH:
OpoHXHaIbHAs aCTMA, AJIEPIUUECKUM PUHUT, KPAIMBHHUIIA, AaHTHO-
OTEK Ha KOHTAKT C LIEPCTHIO COOAKY U SHILIOM, IUILEBast alIeprus
Ha GaHaH. HaciieICTBEHHOCTB OTATOLIEHA [0 KOXKHBIM 3a00J1eBa-
HUSM: Y OTIa — BUTHIHTO. [Ipr 0cMOTpe Ha KOXKe JIOKTEBBIX U KO-
JIGHHBIX CTHOOB, CrHOATeIbHON TOBEPXHOCTH NPEAIIICUHIA, THUTh-
HOM MOBEPXHOCTH KUCTEH, 3aIHEI TOBEPXHOCTH TrOJICHEH u oezep,
3a7Heil 1 OOKOBOM MOBEPXHOCTH IIEH BU3YaIM3UPYIOTCS SpHUTE-
MAaTO3HO-CKBaMO3HbIE BBICHIITIAHUS HA ()OHE YMEPEHHOMU JINXECHU-
¢uxanmu. OtMmedarorcs cknaaku Jleare—Moprana. Ha xoxe Bo-
JIOCHCTO YacTH TOJIOBBI — CIIMBAIONIHECS OYarH BBIAACHHS BO-
noc (orcyreTByet 6omnee 40%). Onenka no mxkaine SALT — 69%,



Russian pediatric journal (Russian journal). 2024; 27(Supplement 2)

https://elibrary.ru/ipbzew

https://doi.org/10.46563/1560-9561-2024-27-S2 37

V ALL-RUSSIAN PEDIATRIC FORUM OF STUDENTS AND YOUNG SCIENTISTS «VIRTUOSO OF PEDIATRICS»

TpaKIMOHHAS MMPoda oTpHIaTenbHas. B cBa3u ¢ HeadpekTrBHO-
CTBIO HAapy KHOM Teparuu OblTa HHUIIMHPOBAHA TEPAHS TyTIHITY-
MaboM, OTMedanach MOTOKHUTEIbHAS AUHAMHUKA — BBICHITTAHHS
Ha KOX€ YaCTHUYHO PErpeccHpoBallyl, BbINAJAEHUE BOJIOC IpEeKpa-
THJIOCh, HOBBIE OYaru He HOSIBIUIUCH. [locnenuss rocnuranusa-
1wt 00IBHOTO B aBrycTe 2022 1n.: Ha (hOHE Tepanuy IyIIryMadbom
3HAYUTETHHO YMEHBIIHIACh BEIPAKEHHOCTh KITMHUYECKUX TPOSB-
JICHNH — OCTAIOTCSI OYary MeMyIIeHNs Ha JNIIE, TMXCHU(QUKAIIIS
B 00/IaCTH JIOKTEBBIX U KOJICHHBIX CTOOB, HE3HAYMTETbHBIN 3y,
PocT BOIOC MOTHOCTHIO BOCCTAHOBIIEH.

3axmouenue. Knuaudeckuil cirydait neMoHcTpupyer s dex-
TuBHY0 Tepanuto AT/l u OA nynuirymaOoM ¢ IOJHBIM BOCCTa-
HOBIICHHEM POCTa BOIOC. D(PPEKTUBHOCTD TEpariy 00yCIOBIIe-
Ha TeM, 4T0 00¢ ()OPMBI MATOJIOTUU UMEIOT CXOKHUIl MATOTCHE3 —
pasButre T-KIETOYHOr0 MUMMYHHOTO OTBeTa 2 Tuna. Jynuiaymad
MOXKET OBbITh IpenapaToM BbIOOpa UL JICUSHUs! IAIIUEHTOB C CO-
yetanueMm At/] u OA.

BNUAHUE BbIPAXXEHHOIO JE®PULINTA
XONEKAJIbLU®EPOJIA HA MNOKA3ATENN
®OCPOPHO-KAJIbLUMEBOIO OBMEHA

Y HOBOPOXOEHHbIX

KocuHoBa C.P.

Hay4HbI pykoBoguTenb:
npodreccop A.L. MeTpywimHa

Prb0OY BO «TroMeHCKUiA rocyqapCTBEHHbIN MEAULMHCKNN
yHuBepcuteT» MuHsgpasa Poccuu, TiomeHb, Poccus

Knrouesbie criosa: HOBOPOXOEHHbIE; sumaMuH D;
eunosumamuHo3 D; kanbyul; ¢pocghop; wenodHas
¢pochamasa

Axmyanonocms. Butamua D — yHUKaJIbHBINA TPOTOPMOH,
OKa3BIBAIONIHI CBOE BIMSHME HA BCEX JTamax oHTorenesa. Illu-
POKO pacnpocTpan€HHBIH AedunnT BuUTamuHa D cpenu 6epemeH-
HBIX BIMSIET HA Pa3BUTHE TUIONA U HOBOPOXKIEHHOTO M KaueCTBO
€r0 3/10POBBSL.

Lenv: onpenenuTs BaUsHKE AepuuuTa BuTamMuHa D Ha noka-
3arenu ocdopa, ob1ero kanpiums u menoyno pocdarazsr (LLID)
Yy HOBOPOJKIEHHBIX JETEH.

Mamepuanvt u memooul. IIpoBeneHO KITMHUKO-aHAMHECTHYE-
CKO€ ¥ JJaDOPaTOPHO-UHCTPYMEHTAIbHOE 00cienoBanue 185 HOBO-
POXAEHHBIX. 3a00p MyMOBUHHON KPOBH OCYIIECTBISUIN B IEPHO,
MHUHHMAJIbHOW HHCOIISIIMY (C OKTSA0ps 1o MapT). KonmnuectBeHHOE
omnpenenenue 25(OH)D B cbIBOpOTKE NPOBOIMIM METOOM HMMY-
HO(EpPMEHTHOTO aHAJM3a; YPOBHH 00IIero kameius, Gocopa u
1D onpexnensui KOTOPUMETPHUIECKUMU MeTogamMu. CTaTHCTHIe-
cKast 00paboTKa JaHHBIX IPOBEIEHA C MCTIONB30BAHUEM POTPAMMBI
«SPSS Statistics 26», pa3anuus curTalii 3HAYUMBIMU TIpH p < 0,05.

Peszynomamoi. Bce HOBOPOXKIEHHBIE OBLIM JJOHOUICHHBIMH,
u3 HUX ObU10 86 MampuukoB U 99 nesouek (46,5 u 53,5% coot-
BercTBeHHO). CpenHuii cpok recranuu cocrasui 39,5 + 1,1 Hen.
Ipeobnaganu 1eTr, poXKIEHHBIE OT MOBTOPHO OEPEMEHHBIX I10-
BTOPHOPOISIIIMX Marepeil — 65,4% (n = 121), uepe3 ecrecTBeH-
HBIe poroBele MyTH — 61,1% (n = 113). ButaMuHHO-MHHEpab-
HBIC KOMIIJICKCHI, COACPIKAIIUEC BUTaAMUH Ds O6lllerI/IH$[TbIX npo-
(UIaKTHYECKHUX IO3UPOBKAX BO BPeMs OCPEMEHHOCTH MPHHUMAIIH
s 87 (47%) marepeit. Jedunur xonekamsnudepona ObLT BbI-
srer y 103 (55,7%) HOBOpOXKAEHHBIX, U3 KOTOPBIX Y 58 (56,3%)
ormevacs Tsokénbiid ero gepunut (Mexee 10 ur/mi). Cpennee co-
nepxanue 25(OH) D cpIBOpOTKH TTyNOBUHHON KPOBH COCTABUIIO

20,5 + 13,7 ur/ma. Ipu sToM nokasarenn hochopHO-KaIbIIHEBO-
ro oOMeHa y OOJIBIIMHCTBA JeTel ¢ Ie(UINTOM XOJIeKaablu(pepo-
7a ObLTN B pepepeHCHBIX 3HAYCHMAX: THIIOKAIBIINEMUSI BBISIBIICHA
y 2 (1,1%) nereit, runopocdaremuss — y 10 (5,4%), nossiieHue
aktuHoctu LD — y 27 (14,6%). B 50% cinyuaeB npu BbISIB-
JICHHBIX OTKJIOHEHUSIX HOBOPOXKIEHHBIE MMENHN TSDKENBIN nedu-
T XoJeKanbideporna. BbUiH BEISBICHB! BRICOKHE MTPSMbIE 3HA-
YUMBIE KOPPEISILUHA MEXTy MaTePUHCKUMH U JETCKUMH YPOBHSI-
Mu obecniedeHHOcTH BuTamuHa D (p = 0,872), o0miero xanblius
(p=0,566), dochopa (p = 0,48), 1D (p =0,571).

3akntouenue. IIporuo3upoBaHye, paHHsAs TMarHOCTUKA U TIPO-
(unakTHKa THIOBUTAMUHO3a D y HOBOPOXKIEHHBIX AeTed ocTaéT-
sl aKTyalIbHOHU MPOOIeMOH, TpeOyIoIel MyIbTHANCIUTUINHAPHO-
IO TOJXOJa B CBS3U C TECHBIMHU CBSI3SIMU MEXILy MaTepHHCKOH M
JIETCKOM 00€CNEYCHHOCTBIO XOJICKAIBIU(EPOIOM H IOKa3aTesi-
MU (pocHOopHO-KaIbIHEBOr0 OOMEHA.

NMAPOKCU3MAIIbHAA HADXKENYOAO4YKOBAA
TAXUKAPOUA HA ®OHE METABOJTMYECKOIO
CWHOPOMA Y PEBEHKA 11 NIET

KoweneHko K.C.

Hay4HbIn pykoBoguTenb:
npodeccop A.B. [ly6oBas

OrbOY BO «[loHeLkuin rocyqapCTBEHHbIN MEAULMHCKIN
yHuBepcuteT nmenn M. lopekoro» Munsgpasa Poccun,
[oHeuk, Poccus

Knrouesble criosa: knuHu4deckul crydad,; 0emu;
rnapokcuamarnbHasi Hadxeny0o4koeasi maxukapousi;
mMemabornuyeckuli CUHOPOM; dua2HOCMuKa

Axmyanvrocms. MeTabonmdeckuit CHHIPOM y JeTeil ABiser-
Cs1 aKTyaJIbHOM MPO0IeMOoii iequaTpun. B ero 0CHOBE JISKUT 0KHU-
peHHe ¥ HHCYTHHOPE3UCTEHTHOCTh, KOTOPBIE CITIOCOOCTBYIOT pas-
BUTHIO caxapHoro auadera Il tuma. AprepuanbHas rHIEpTEeH3US
YBEJIMUUBACT PUCK PA3BUTUS CEPACUHO-COCYIUCTHIX 3a00JIeBa-
HUI U HEPEIKO IPUBOAUT K CEPIEUHON HEAOCTATOUHOCTH Y AeTell.

Onucanue knunuyecko2o ciy4as. B KIMHUKY IOCTYIIII Mallb-
gk 11 jet ¢ xamobamMu Ha MPHUCTYIIBI YYAIIEHHOTO cepteone-
HHA, ONBIIIKY IPpH (U3MYECKOH HarpysKe, TOIOBHYIO OOIb, TO-
BBIIICHHE apTepPUaANIbHOTO JaBieHus 10 135/80 mum pT. cT. 3a neHp
JI0 IOCTYIUIEHUs y peO&HKa BO3HUK IIPUCTYII C YACTOTOH cepreu-
HBIX COKpalleHuil 1o 256 B muH. bpuranoii ckopoii momomu npu
anekTpokaparorpaduu (OKI) Oblia 3aperucTprupoBaHa napoKcus-
MaJslbHasl HaJKENIyI0UKOBasl TaXUKapAusl, KOTopasi Oblla KylIHpoBa-
Ha aHTHAPUTMHUYECKUMU TIpenapaTamu. boapHO ¢ 7 1eT cocTout
Ha UCIIAHCEPHOM yueTe y KapAHOoJora C JMarHO30M: apOKCH3-
MaJslbHasi HaJPKETyIOUKOBasi TAXUKAPAUS, apTepuasbHas THIePTeH-
3151, HaOMIOJAaeTCs TAKXKE Y SHAOKPHHOJIOIA 110 IIOBOY OXKHPEHUS
1 crenienu. Y pe6EHKa ¢ 6 jeT cTabUIIbHO MOBBIIIEH WHAEKC Mac-
bl Tena. C epBBIX JHEH JKI3HU OOIBHOIT OBLT IIepeBeieH Ha HC-
KyCCTBEHHO€ BCKapMjMBaHue. HacaeacTBEHHOCTD OTArOILEHa: Y
MartepH caxapHsiii 1uadert I tumna, y 6a0yIuky mo MaTepuHCKON -
HUU THIIEpTOHUYECKas 0one3Hb. IIpu 00beKTHBHOM 0cMOTpe (u-
3UYECKOE Pa3BUTHE BBICOKOE, IUCTapPMOHUUHOE 3a CUET U30BITOU-
HOH Macchl Tena. JKupoBble OTIIOKEHUS B 001aCTU XKUBOTA, THHE-
KOMAcTHs, 6arpoBbIe CTPHU HA OOKOBBIX TIOBEPXHOCTSX KUBOTA,
Genep. B monMbImevHpIX BIaJAHAX U HA IIee HAOMIOmaeTcs uep-
HBII akaHTo3. [1o JaHHBIM 1Ta0OPAaTOPHOTO 0OCIEIOBAHMUS: HHIICKC
HOMA: 2,92 — noBBbIIIEH PUCK UHCYIMHOPE3UCTEHTHOCTH; KO-
s¢dunuent areporennoctu: 3,30 — yrpo3a pa3BUTUS aTEPOCKIIE-
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po3a. MckiroueHst Takue GOpMbI MATOIOTHH, KaK THIIOTUPEO3, 00-
ne3nb Uiienko—Kyinnra, caxapHblil 1ua0et, ceMeiiHas THIepXxo-
JICCTEPUHEMHUSI. YCTAHOBJICH KIIMHUYECKUI TMarHo3: HapylIeHUE
pHUTMa cep/la: MapoKCU3MalbHas HaJDKETYT0YKOBAast TAXUKAPIMS.
MerabonuecKkuii CHHAPOM: BTOPHYHAs apTepUasbHas TUIIepTEH-
3U, ATMMEHTapHO-KOHCTUTYIMOHAJILHOE O)KUpEeHue | cTerneHu.

3aknrouenue. OnipeneneHue BIUSHAS METa00INIECKUX HAPY-
LICHUH Ha (YHKIIMOHUPOBAHUE CEP/ICUHO-COCYMCTON CUCTEMBI Y
JIeTel ABISETCS HEOOXOIMMBIM DTAIlOM JHArHOCTUKH. HeoOxomm-
MO CBOEBPEMEHHO BHE/IPSITh COBPEMEHHBIC METO/IbI IMArHOCTHKH,
JICYCHHS U MPOPUIAKTHUKH METa0OIHMUECKOro CHHAPOMa Y JieTei
JUTSL TPOUIAKTHKH KapAUOBACKYIISIPHON ITaTOJIOTHH.

& 3k ok

PEOQKOE COYETAHUE HACNEOCTBEHHOW
CPEPOLUTAPHOWU FEEMONUTUYECKON AHEMUUN
Y BTOPUYHOIO HE®GPOTUYECKOIO CUHOPOMA

Ky6biwesa A.E., lN'ycenHos A.M.

HayuHble pykoBogutenu: goueHT O.B. CugopoBuy,
H.A. Ky3HeuoBa

PrBOY BO «CapaToBCkuii rocyAapCTBEHHbIN MEAULIMHCKAIN
yHuBepcuteT umeHun B.W. PazymoBckoro» MuH3gpasa
Poccun, Capatos, Poccus

Knroyesbie criosa: KnuHUYeckul cryqal; demu; mopuYHbIU
Heghpomuyeckuli CUHOPOM; HacriedcmeeHHbIU cghepoyumos

Axmyansrnocmy. HacnenctBeHHast ceporuTapHas TeMOIUTH-
qecKas aHeMHsl — IeHeTHIeCKoe 3a00JIeBaHUE, XapaKTePH3yIOIIe-
ecst ieheKToM MeMOpaHbI SPUTPOIIUTOB, TIPUBOSIINM K cepuye-
CKOM e(popMaIii S9pUTPOLIUTOB U BBI3BIBAIOIIEE PA3IMYHBIE MO
CTENEHH THKECTH CUMITOMBI. CodeTaHne JaHHOTO 3a00JIeBaHHs
¢ HepporuueckuM cunapomoM (HC) npencrasisier co0oit cnoxk-
HYIO 3229y JUIsl TUATHOCTUKH U JICUCHHS.

Onucanue kaunuyecxozo cayyas. bonpras A., 11 ner, ot 3-i
OEepeMEHHOCTH, MTPOTEKaBIIel Ha (OHE OTATOIIEHHOTO aKyIIep-
CKOTO aHaMHe3a. AHaMHe3 3a00JIeBaHMsA: C 7-MECSYHOTO BO3pac-
Ta HaOIIOATUCh PELUIUBUPYIONINE HHPEKIIMHA MOUEBBIBOISIIINX
nyTeit. [Ipu 06cnenoBaHiH BBISIBICHBI THITOMIA3HS IPABOM MOYKH,
MTHET03KTa3MsI CIEeBa; JIBYCTOPOHHHHN My3bIPHO-MOUETOUHUKOBBIN
pedmrokc (ITMP) 2—3 crernenu, MpU3HAKA CMOPIIMBAHUS TPABOH
nouku. [IpoBenena sumockonudeckas koppexmus [IMP. B nans-
HelnieM HaOroanack 3MU30AMYECcKas IPOTCUHYPHUs 10 2 T/1.
B mae 2017 . ne6ror HC. C panHero Bo3pacra oTMevaiach aHe-
Mus cpefHel crenenu Tsokect. B anpene 2018 1. Obwio npose-
JICHO KITMHUYECKOE CEKBEHUPOBAHHE dK30Ma: BBLIBICHA HYKIICO-
TuAHas 3ameHa B rene LAMAS. B mae 2018 1. ObUI TOCTABIIEH IH-
arno3: Hedporuueckuit cuHIpom, akTuBHas cTajaus. BropudHo
CMOpILCHHAsI IIpaBasi ouka. ApTepuaibHas TUIepTeH3us Hedpo-
reHHOro renesa. HacnencrBeHHast remoiutudeckas anemust. [Ipu
npoBenennn rrokokopTukocteponaHoit (I'KC) Tepanuu BIsBICH
crepouipesuctenTHbI BapuanT HC. Ha3HaueHa KOMILIEKCHAs Te-
pammst ['KC u ceneKTHBHBIME IMMYHOCYIPECCOPAMH, OTMEYaach
gactryHas pemuccus HC. 18.07.2018 mpoBenena mamnapocKomnm-
Yeckasi CIZICHAKTOMHS U TIPABOCTOPOHHSS HepypeTepIKTOMusL.
Hedpobuorncus neBoii mouku: GpoKalbHO-CErMEHTAPHBIN IIIOMe-
pynockiepos, nponoskeHa Tepanus ' KC u cenekTUBHBIMU UMMY-
HoOcyTpeccopamu. B rocnenyromniem oTMedaich 3Mu30HYeCKIe
MOABEMBI APTEPUATTLHOTO JTABICHUS, Ha ()OHE MEANKAMEHTO3HOM
Tepanuy COCTOSTHHE C TOJIOKUTENBHON TuHaMuKol. B Bo3pacte
8 jieT y GONBHOI OTMEUYEHO MOBBIIICHHE apTePHUAILHOTO JaBiie-
HUS, CyAOPOXKHBIA cuHApoM. ITo KIMHUKO-1a00paTOpPHBIM JaH-

HBIM TMarHOCTUPOBAHA TEPMHUHAIbHAS CTAIMsI XPOHUIECKOH 00-
JIe3HH TI0YEK, B CBSI3M C YeM MPOBECHBI HehpypeTepIKTOMHUS CIle-
Ba ¥ MO3/IHEE AJUIOTPAHCIUIAHTALMS POICTBEHHOM MOYKH B JIEBYIO
MOZB3/IOLIHYI0 00JacTh (IIpaBasi MouKa).

3akntouenue. JJaHHBIN KIMHUYECKUH CiTydall IIpeCcTaBisieT
c000# penKoe coueTaHHe HECKONBKUX (OPM TAaTOIIOTHH, MPE.-
craBineHHbIXx HC, apTepranbHON THIIepTeH3Uel U HaCleICTBEH-
HBIM TreMoJin30M. HacTora JJaHHBIX 3a00JIeBaHUI Y OHOW 0O0JIb-
HOW SIBISIETCSI KITMHUUECKON HAaXOJKOM, MPeICTaBISIIOMEeNd HHTe-
pec Kak Jyist Bpauek.

TPOMBO®UINNA U NATONOINA NNALEHTbI

KynpssueBa E.C.
HayuHbI pykoBoauTens: aoueHT A.B. BopobbeB

®IAQY BO «[MNepBbit MOCKOBCKMI rOCyAapCTBEHHbIN
MeauUUHCKuiA yHusepceuteT nmeHn .M. CeveHoBa»
MwuH3anpasa Poccun (CeyeHoBckuin yHuBepcuTeT), Mockea,
Poccus

Krirouesbie crioga: mpomboghunusi; npednexaHue nnayeHmsl;
cuHOpomM 3adepxKu pocma roda

Axmyanvrocmy. [Tpobnema npeuiexaHus IAEHTH y Oepe-
MEHHBIX JKEHIIMH CTAHOBHUTCS aKTyajbHee, 1o faHHbM 32 2020 .
YacTOTa MPeUIeKAIICH MIALEHTHI C KPOBOTEUCHUEM U 0€3 KPOBOT-
eueHus cocrasmia 1,66 n 4,33 na 1000 po1oB COOTBETCTBEHHO.

L]env: onpenienuTh CBSA3U MEXILy 0COOCHHOCTSMH TeueHus Oe-
PEMEHHOCTH Y JKEHIIUH C aHOMAJIUSMH PACIIOJIOKEHUS IIIalleH-
ThI U TCHETHUECKON 1 IPHOOpETEHHON (hopMaMu TPOMOODUITHH.

Mamepuanst u memoowi. O0cnenoBano 135 KeHIMH C peji-
JIeXKaHUEM IUTalleHThl, KOTOpbIe OBUIN paclpeneneHbl Ha 3 Irpy-
nbl: 1-1 — 42 manueHTKyu ¢ NpeaieKaHueM IUIAleHTHl B aHaMHe-
3e; 2-1 — 61 GepeMeHHasl ¢ BBIABICHHOM aHOMauell Jlokanu3a-
LM IUIALEHTHI B TEKYIIYI0 OEpPEMEHHOCTD; 3-1 — 32 KEHILUHBI
C MpeJIeKaHNeM IUTaleHTHI, BEISIBJICHHBIM BO BpeMsI HACTOSIIICH
OepeMEeHHOCTH U MPEeABIAYIINX OepeMeHHOCTeH. [ pymmy KoHTpo-
ns coctaBmin 120 GepeMEHHBIX, € MOATBEPKAEHHBIM HOpMallb-
HBIM PaCIIOJIOKEHUEM TUIALEHTHI 0€3 OTATOIEHHOTO aKyIIePCKO-
r0 aHaMHe3a.

Pesynomamui. Tenermaeckas TpomOod s BersiBiIeHa y 101
OepeMEeHHOH ¢ aHOMAITHSIMK PaCTIOIOKEHUS TaueHTsl: y 31 B 1-i
rpynne, y 44 Bo 2-ii rpymme, 26 B 3-ii rpynme. M3 120 sxenmma
KOHTPOJILHOM TPYMITbl FeHeTHYECKHE POPMBI TPOMOO(UITNH BBISIB-
JeHbl y 29 keHIKH. MaKcUManbHOe YHCII0 MYJIBTUTEHHBIX (hopM
TpoMOO(UINY 3apPETUCTPUPOBAHO Y HALUEHTOK 3-i rpymnisl — 14,
B 1-ii rpynne — 16 u Bo 2-ii rpymnne — 23, B KOHTPOJIBbHOM IpyI-
ne — y 16 xxenmuH. CoueTaHne reHeTHIECKOH TPOMOODHINT 1
HUPKYJISIUAN aHTUHOCHOTUIUAHBIX aHTUTEI OBLIO ONPEICIICHO Y
30 manueHToK ¢ aHOMAIMSAMHU PACTIONIOKEHUS IJIAleHTHI: y 8 B 1-if
rpynne, y 13 Bo 2-ii rpynne u'y 9 B 3-if rpynme; B KOHTPOJIbHOM
rpymIe Takux >keHIuH 8. [Ipu3Haky 3a1ep>KKu BHYTPUYTPOOHO-
ro pasButus wiona (3BYP) Obutu BbIsiBIICHB! y O€pEMEHHBIX KEH-
IITUH BO BCeX Tpymmax: y 4 B 1-ii rpymnme, y 6 Bo 2-i rpymre, y 6
B 3-i1 rpymne, y 6 B KOHTpOJIBbHOM Tpyte, yaiie (p < 0,05) 3BYP
BBISIBIISLIACH B 3-H rpyIne y OepeMEHHBIX ¢ TIOBTOPHBIM Ipeyie-
JKaHUEM IITaLCHTHI.

3axnmoyenue. Hanuuue reHETUUECKUX WIN OPUOOPETEHHBIX
(dopM TpoMOOpHINY ABISIETCSA 3HAYUMBIM (DAaKTOPOM pHCKa OC-
JOKHEHHUH GepeMeHHOCTH, Takux kak 3BYP, mostomy aHanu3 ma-
paMeTpoB reMocTasa JI0KEeH OBITh 0053aTeTbHBIM KOMIIOHEHTOM
00CeJOBaHuUS KEHIIHUH C OTATOLIEHHBIM aKyIepCKO-THHEKOIO-
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IHYECKMM aHAMHE30M M OEPEMEHHBIX C aKyIIEPCKOW MaTOIOTHEH.
ITocKoNBbKY CYILIECTBYET CBSI3b MEXK/Ty TPOMOO(DHIIEH 1 aHOMAIH-
SIMU JIOKAJIU3ALMH [UIALEHTBI, MBI IIPEIaraeM IPOBOAUTb CKPH-
HUHT Ha IPeArpaBUIapHOM 3Tale Ha HaIudue TpoMOobuinu y
MAVEHTOK, BXOAIINX B TPYIITy PUCKAa AHOMAJIHIT JIOKaIH3aIuH
IUTAIICHTHI, © MOHHTOPHPOBATH COCTOSHHE IUIAIICHTHI U IUIOAA y
OepeMEeHHBIX € MPEIeKaHUEM IUIALEHTBI AJIs INIAHWPOBAHUS OI1-
THMAJIBHOTO CPOKa POJIOB.

k %k ok

XAPAKTEPUCTUKA MEOULIMHCKOW
AKTUBHOCTU COBPEMEHHbIX LUKOJIbHUKOB

Ky3Heuos U.U.

HayuHbIN pykoBoguTENb:
npodeccop E.[I. JlanoHoBa

OrAOY BO «[MepBbint MockoBCkuIA rocyaapCTBEHHbIN
MeaMLUHCKUA yHuBepcuTeT nmeHn N.M. CeveHoBa»
MwuH3gpaBa Poccumn (CeveHoBckuii yHuBepeuteT), Mocksa,
Poccus

Knrouesnie criosa: demu; 300posbe; MeduyuHcKasi
akmusHocmb, chakmopbl; hopmupyroujue 30oposse demeli

Axmyanvrocms. Ha hopMupoBaHue 37J0pOBbs JETEH BIUSAIOT
Takue GpakTopbl, KaK: CHH)KCHHAs JIBUTATEJIbHAsl aKTUBHOCTD, He-
3/10pOBO€ MHUTAHHE, OTCTABAHWE MEIUIIMHCKOTO 00ECIIeueH s OT
MOTPEOHOCTEH 3710pOBBS B TpoIecce X 00ydeHus. DTO CBHIE-
TEIBCTBYET O 3HAYMMOCTH BOIIPOCOB, CBSI3aHHBIX C MEIUIIMHCKOH
AKTUBHOCTBIO IIKOJIBHUKOB.

L]env: onpenenuTh MEAUIIMHCKYI0 aKTUBHOCTh COBPEMEH-
HBIX IIKOJIbHUKOB.

Mamepuanvl u memoovl. B oHnaliH-aHKETUPOBAHUU C HOp-
MaJIN30BaHHBIMU OTBETAMH IO BOIPOCAM MEIUIIMHCKOW aKTHB-
HOCTH COBPEMEHHBIX IIKOJIBHUKOB MPUHSIN yJacTue 82 pecroH-
nenta. O6paboTKa MOTyYSHHBIX JaHHBIX MPOBOAMIIACE C HCIIOJb-
3oBanueM «Microsoft Excel».

Pezynbmamut. YeranosneHo, yto 40% pecrioHIEHTOB UCTOY-
HUKaMH TIOJTy4€HHUS 3HAaHUH B 00JIaCTH MEIULIMHBI YKa3aJIH ra3eThl,
JKypHAJIbl, TENIeBUICHNE U UHTEPHET; 36,5% momydarot nHpopma-
LU0 OT MEANIUHCKUX PaOOTHHUKOB; 24,3% 00CyKIAr0T MEIHIMH-
CKH€ BOIIPOCHI C IPpy3bsIMH U 3HaKOMBIMH. YacToTa oOpalieHuit K
BHENIKOJILHBIM MEIUIIMHCKUM pabOTHHUKAaM Ha PEryJsipHOM Oc-
HOBe cocTaBisieT 42,6%, no Heooxoaumoctu — 36,5%, 1ust po-
xoxkaenus qucnancepuzanuu — 20,7%. K mKoiabHbIM MeTUIH-
CKUM PabOTHUKAM peryisipHo obOpammaercs 3,6% peCcIioOHIeHTOB,
Juis nrcnancepusain — 28%, no Heooxoaumoctn — 68,2%. bo-
Jiee TTOJIOBHHBI PECTIOHICHTOB CUNTAIOT HEAOCTATOYHON TTOTHOTY
uH(popMUpOBaHHOCTU 0 NpoduIakTuke 3adoneBanuii (58,5%) u
YKa3bIBAIOT, YTO B LIKOJIAX JOJIKHBI OCBEILATHCS BOIIPOCHI POodu-
JAKTUKK HapyueHui ocanku (35,5%) u 3penus (9,7%), panuo-
HasnbHOTO nutanus (24,3%), nuunoii ruruensl (13,4%). Pogure-
M oTMeTHIH (62,1%), 9TO OCYLIECTBISIOT PETYISPHBINA KOHTPOJIb
3a peKUMOM IHs peOEHka, 32,9% — nepuonuveckui, 4,8% —
HE OCYHIECTBISIOT. YUCTKY 3y00B peryisipHo npoBoast 63,4%
JIeTel, HO TIPH 3TOM YUCTAT 3yOsl 1 pa3 B aeHb —32,5%, yuctaT
3y0bl He Kaxblll neHb — 4,8%. IToutu 80% pecnoHIeHTOB OT-
BETHJIH, YTO X JIETH PETYISIPHO MOIOT pykH, 13,4% — MoroT He
Bcerna, 7,3% — 1o HaCTOSTHUIO POANTENeH. bOMBIIMHCTBO poIH-
Tenel peryaspHO NPOBOAAT KOHTPOJIb 32 HABBIKAMU JINUHOI TH-
ruensl (69,5%), 30,4% — nepuoanyecky, 12,1% — penko. [pax-
tnaecku 90% pecroHIeHTOB OTBETHIIN, YTO UX JIETH POHHDOp-
MHUPOBaHbI 0 HEOOXOMMOCTH COOIIOAEHUS MTPABUIBHOM paboueit

O3Bl BO BpeMsi yueOHO# paboThl. C MOBBIIIEHHBIM BHUMaHHEM K
CBOEMY 3/10POBBIO OTHOCATCSA 19,5% 1IKonbHUKOB, 6% — Oe3pas-
n4yHo, 74,3% — CIOKOIHO.

3axnrouenue. TIpoBeEHHAs OLEHKA MEAUIIUHCKOW aKTHBHO-
CTH COBPEMEHHBIX IIKOJILHUKOB BBISIBHJIA CICAYIONIHE 3HAYNMBbIC
BOIPOCHI: 9aCTOE HCIIOIb30BAHIE HECTIEHAIN3HPOBAHHBIX HCTOY-
HUKOB MH(pOPMALIUH O 300POBbE, HEYIOBIETBOPUTEIBHOE MEIH-
IIMHCKOE 00ecIiedyeHne B 00pa30BaTeIbHBIX YUPESIKACHHUSIX, HEO0-
CTaTOYHOCTh HH(GOPMUPOBAHHOCTH O MPOPHUIAKTHKE HIKOIEHO-00-
YCIIOBJICHHBIX 3200JIeBaHHH.

OEBIOT CUCTEMHOW KPACHOW BOJTYAHKMU
Y OEBOYKU OOLLKONIbHOIO BO3PACTA

KysHeuoB C.B. N'yceBa T.A., NeTtpoBa M.A.
HayuHbin pykoBoauTtens: poueHT B.B. MewepskoBa

Orb0OY BO «[MpuBOMmKCKUiA nccneaoBaTenbCKui
MeauLMHCKUA yHuBepcnuTeT» Munsgpasa Poccuu,
HwxHunin Hoeropoga, Poccus

Knroyesble criosa: cucmeMHas KpacHasi 80r14aHKa;
KnuHu4eckul criyqad; aHmughocgonunuoHbili CUHOPOM;
mpom603; mpombogpusiusi; demu

Axmyanvnocme. CucteMHast kpacHas Bondyanka (CKB) kak
4acTo BCTpevarolieecs ayTOMMMYHHOE 3a00JIeBaHHe TTOpaXkaeT
MPEUMYIIECTBEHHO JIEBYIIEK M PEAKO HAUMHACTCS y JeTel B BO3-
pacte 10 5 net. [TogséM 3a00meBaEMOCTH OTMEUAETCs C BO3pacTa
8-9 ner, a nuk npuxoAUTCs Ha Bo3pacT 14-25 net (cpenuuii Bo3-
pact neb6rora 11-12 ner).

Onucanue knunuyeckozo ciyyas. JleBouka, 5 jet, 3a0oiena
octpo: 01.11.2023 — rumepemust Kok MIEK (THIIEPEMUS JaT0HEH
JIBYCTOPOHHsIs1 ¢ 0TékoM B mrosie 2022 1), 04.11.2023 — Goiu B
KHMBOTE, KUAKUN CTYJl, KOHCYJIBTHPOBAHA XUPYPIOM, OCTpasi XH-
pypruueckas narosorus uckiarodesa, 09.11.2023 — nossienue
Temmeparypsl Tena 10 Gedbpunbubix nudp. [ocnuranusuposaHa
B HH()EKIMOHHYIO OOIBHHUILY, TIe HAXOMIIACh C THATHO30M: IIPH-
00OpeTéHHas MUKCT-TepIiecBUpyCcHast HH(EKIHs1, Bbi3BaHHasi BOb
u BI'Y 6 tuna, nepro akTUBaI|K; CTaQUIOACPMUS; aHEMHUSI TS~
xénoit crenenu. C 3 et HaOMIOOAETCSI TEMATOJIOIOM € THArHO-
30M: TpoMOoduius (rereposurora o F5 1691, F13A1, ITGB3,
PAI-1), TpomM003 n1yOOKUX BEH JIeBO HIKHEl koHeuHOCTH. [Ipu
OTCYTCTBHU ITOJIOKHUTEIBHON KIIMHIYCCKON THHAMUKY Ha (DOHE aH-
THOAKTEPUATTLHOM TEPAITUH C COXPAHSIOISHCS JIMXOPAIKOH, H3Me-
HEHHUSIMHU Ha KOxe, TuM(poaeHonaTield Oblia 1000cie0BaHa Ha
AyTOMMMYHHBIE 3a00JI€BaHHS B IEIUATPUIECKOM OTACICHUN MHO-
ronpoduiabHoro cranuoHapa. Knmnuko-madoparopro (Gpedpuib-
Has JINXOpaJKa B TeUEHHE 3 Hell, KOXKHAasl S)pPUTEMa IIEK U IEPEHO-
CHIBL, A TO3HBIH CTOMATUT, S3HAHTEMA TBEPAOro HeOa, KAIUILIAPUT
JIMCTATBHBIX (halaHT KUCTEH PYK, CKOBAHHOCTB JBMDKEHUH, apTpal-
ruH, onuIuMdoaaeHonarTys, eikonenns 3,1 x 10%/1) u moBHI-
[IeHHEe YPOBHS ayToaHTHTena K apyxuenodeuHoir JJHK B 10 pa3
pedepeHCHOro 3HAYSHUST HOPMBI, TIOJIOXKHUTEIIbHBII BOTYAHOUHBIH
anTukoarynsHt (BA), Huskuit C3-kommement (0,04 /1), nosno-
JKUTENIbHAs TPIKAbL peakuusa Kym6ca, T.e. npu Hanuuuy 6 u3 11
kputepueB SLICC u 5 u3 11 xpurepueB ACR (npu Hanmuum He
MeHee 4 KpUTEepHUEB TSl IOCTOBEPHOCTH JIMArHo3a) y AeBOYKH JIU-
arnoctupoBana CKB, Beicokoii crenenn aktuBHOCTH. CoxpaHeHHe
9XorpauuecKux NpU3HAKOB TpoMO03a HapyKHOH IOAB3IOIIHON U
o01weii OepeHHOM BeH Ha (DOHE aHTUKOArYJISIHTHOM Tepanuu pu-
BapOKCa0aHOM B TeUEHHUE 2 JIET, 00HAPYKEHHBIN OJI0KUTEIIbHbIN
BA monTBepxnaet Hanuure aHTU(POCHOIUIHIHOTO CHHIPOMA.



Poccwuiickuin negnatpudecknn xypHan. 2024; 27(MpunoxeHne 2)

10 https://doi.org/10.46563/1560-9561-2024-27-S2

https://elibrary.ru/ipbzew

V BCEPOCCUNCKM MEOVNATPUYECKMIN ®OPYM CTYAEHTOB M MONOALIX YYEHLIX «BUPTYO3 MEANATPUN»

3axnaouenue. Muaamuii Bo3pacT JIeTel HE HCKIIIOYAeT Je-
OIOT ayTOMMMYHHBIX 3a00JieBaHui. M30aMpoBaHHBIA TPOMOO3
ITyOOKUX BEH PETPOCHEKTHBHO MOXKHO PACLEHUTH KaK BO3MOXK-
HbI MOHOOpraHHbIi BapuanT nebtora CKB, yTspxenstonuii mpo-
THO3 €ro TeYEHHUsI.

MYKO3ANbHbIA UMMYHUTET Y OETEWU
C XPOHUYECKUM CTOMATUTOM

KysbmeHkoBa A.B.
HayuHbin pykoBoguTtens: aoueHT E.I. AcupsH

YO «Butebckuii rocyaapCTBeHHbIV opaeHa dpy6bl Hapogos
MeOULUHCKUI YHuBepcuTeT», Butebcek,
Pecnybnuka Benapycb

Kntoyesbie cnosa: demu; cmomMamum; fU30UuUM;
nlakmocgbeppuH; nakmonepokcudasa; Muesionepokcudasa;
CEKPemOpPHbIU UMMYHO2r106ynuH A; umMMmyHo2r106ynuH M

Axmyanvrocmy. 3alIATy OpraHU3Ma OT BO3AEHCTBHIS MUKPO-
00B, TOKCHHOB, OITyXOJIEBBIX KJIETOK U ayTOMMMYHHBIX ITPOLIECCOB
o0ecreynBaeT cucTeMa IMMyHHUTeTa. OyHKIMOHUPOBAHUE IMMYH-
HOH crcTeMbl U (POPMUPOBAHUE 3AIIUTHOTO Oapbepa OT BTOPIKE-
HUS BPEJHBIX ar€HTOB CIIOCOOCTBYIOT MOJ/ICPYKAHUIO OHOJIOTHYe-
CKOro paBHOBecHs. Ha MOJIEKYIISIPHOM YPOBHE 9Ta CUCTEMA JIOJK-
Ha OBITh crIocOOHA AU((HEPEHIIPOBATH CBOE U UYIKOE, COXPAHSISI
MHIIUBHIYaJIbHOCTh OpraHH3Ma.

Llenv: onpenenuTh COCTOSHHUS MyKO3aJbHOTO MMMYHHUTETA
NPU XPOHHUYECKOM CTOMATHTE Y JICTCH.

Mamepuanet u memoowvt. ObcnenoBano 62 pebEHKa B Bo3pac-
Te 4-7 net, 000X MoJOB. /[MarHo3 BhICTABJICH Ha OCHOBAaHHH Ka-
7100, TaHHBIX aHAMHE3a ¥ KIMHAYeCcKoro obcnenoBanust. Jletu Obl-
JIM pacrpeiesieHsl Ha rpymmbl. [pynmna A (n = 42) — nanueHTsl ¢
XPOHUYECKUM CTOMATUTOM B CTaJIMH MEPBUYHOTO (hOPMHUPOBAHUS
cnu3ucToi o6onouku (4—7 net). B rpynmy cpaBHEHHS BKJIIOUESHBI
310poBbIe 1eTH B Bozpacte 4—7 jet (rpynna C (n = 20)). I'pynmsr
OBUTH COTMIOCTaBUMBI T10 MOy U BO3pacTy. IMMyHO(EpMEHTHBbIH
1 OMOXUMHUYECKUI aHaJIN3 POTOBON JKUIKOCTH COCTOSIT U3 OIpe-
JIeTICHNST aKTHBHOCTH 0l-aMHJIa3bl, TU30LIMa, JIAKTOIIEPOKCUIa3hI,
MHUEJIONEePOKCHAa3sl, ypoBHer IgM u sIgA.

Pesynomamui. Y nanneHToB rpynmnsl A ypoBEeHb JU30LU-
Ma cocTaBuil 2,19 Hr/mi, Torjga Kak B IPyIIE CPAaBHEHHs 3TOT
nokasareinb n1ocroBepro Hmwke — 0,85 ur/mia (p < 0,03). Ypo-
BEHb JIakTopeppuHa coctaBmi 11,73 HI/MI, 94TO CyIIeCTBEH-
HO Oosbliie, 4eM B rpyrie KoHTpois — 6,63 Hr/mi (p < 0,05).
YpoBenb Muenonepokcuiasbl cocrasui 361,21 EJI/n, uro 3HaummMo
OTJINYAJIOCH OT MAITMEHTOB I'PYIIIIBI CPAaBHEHUS, TJIC OTOT IIOK3AaTEJIb
pasen 198,08 EJl/n (p < 0,03). Ypoenb sIgA B poTOBOM KHIKOCTH
cocraBui 12,46 Hr/mii, 4To OBLIO 3HAYUTEIHLHO MEHBIIE, YEM K
JIeTel TPyMIbl CpaBHEHHUS, Iie¢ OH paBeH 8,93 Hr/mi (p < 0,01).
ConepskaHre B pOTOBO# JKUIKOCTH JTAKTOIIEPOKCUIA3BI, Ol-aMITa3bI
u [gM cymiecTBEHHO HE OTIINYANIOCH OT YPOBHEH y JeTeH TPYIIIBI
cpaBHeHus (p > 0,05).

3axniouenue. Hannune 1eKOMIEHCUPOBAHHOTO COCTOSHUS
MYKO3aJIbHOTO HMMYHHTETA y JIeTeil B Bo3pacte 4—7 JieT crnocoo-
CTBYET Pa3BUTHIO BOCHIAJIMTEIBHBIX 3a00JI€BAaHUI CIIM3UCTOM 000-
JIOYKU TIOJIOCTH PTa (CTOMATHT).

& %k ok

®EHOTUNMNYECKUE NPOABIEHUA
MUCCEHC-MYTALIMN TEHA CD46

KyTtysoBa B.U.
HayuHbin pykoBoguTtens: goueHT H.C. XXypaneBa

Proy BO «Ypanbckuii rocyaapCTBEHHbIV MEANLIMHCKAIA
yHuBepcuteT» MuHsgpasa Poccum, ExkatepuHbypr, Poccus

Knouesnie criosa: knuHu4eckul criyqal;
demu; mpombomuyeckasi MUKpOaHauonamus;
eunoeammaznobynuHemusi; Mymauusi eeHa CD46

AxmyanbHocmb. ATUTIMYHBINA TEMOJIIMTHKO-YPEMUYECKHN CHH-
npom (al'YC) — penkoe cucTeMHOE KOMIUIEMEHT-3aBUCUMOE 3a-
OoneBaHMe TeHETHIECKON IPUPOJIBI M3 TPYIIITBI TPOMOOTHIECKUX
mukpoanruonaruii (TMA). Yactora cocrapnsieT 2—7 ciry4aeB Ha
1 mutH, 10 60% 3a007€BIIMX — AETH. DKCTPAPEHATIbHBIC IPOSIB-
neHus 3adoneBanus Becrpeyarores B 20% cirydaes.

Onucanue knunuyeckoeo cryyas. Ianuentka B., 8 net, mocty-
nmia 20.12.2023 B HEOTJIOKHOM TOPSIKE ¢ TPOsiBICHUAMU TMA.
PeO&HOK ¢ OTATOIEHHBIM TeHEATOTHYeCKHM aHaMHE30M, OT 2-i
OepeMEeHHOCTH, TIPOTEKaBIIeH Ha (OHE OTATOMIEHHOTO aKyIIep-
CKO-THHEKOJIOTHUECKOTO aHaMHe3a; poAbl 1-e, omepaTuBHbIE, HA
38-ii Henene. C paHHETO BO3pacTa JICBOYKA YacTO MEPEHOCHIIA K-
HIEYHbIE, pECIIMPATOPHbIE WHPEKIMH, OTCTaBala B (PU3NYECKOM
pa3BuTuu. PeructpupoBanuck cToKkrue ypOBHH THIIOATBOYMUHE-
MUH, THIIOIPOTENHEMHH, TUITIOraMMarIo0y IMHEMHH, TPpeOyIoIie
3aMEeCTUTEIbHON Tepanuy BHYTPHBEHHBIM BBEICHHEM HMMYHOTJIO-
OynuHa. B 2021-2023 1. peGEHOK HEOAHOKPATHO 00CIIE/IOBAH B
racTpOIHTEPOIOTrHYeCcKOM oTesieHnr OOIacTHON IeTCKOM KIIMHHU-
YEeCKOH OOJBHUIIBL: JAHHBIX 32 IPOTEUHTEPSIONUE POpMBI HHTE-
pomaruii, HepBUYHbIH IMMYHOIE(HUIUT He TToaydeHo. [IpoBeneHo
MIOJTHOE CEKBEHUPOBaHME YK30Ma: BBIsIBIeHa MyTalus rena CD46
(MCP). Pazsututo cumnroMokomiuiekca TMA mpeniiectBoBaia
JMXOPagKa HEYCTAaHOBJICHHOW ATHOJOTHH. 3apEeTUCTPUPOBAHEI
HPHU3HAKU MUKpoaHruonarudeckoro remonusa (Hb 100 r/m, muso-
Tl 2,3%, nakrataeruaporenasst 3573 EJI/n), pombouuToneHus
(12 teIc/MKT), rHnIepa3zoTemMust (ModeBrHA 18,33 MMOIB/J1, KpeaTu-
HUH 233 MKMOJIB/JI, paCCYMTaHHAsE CKOPOCTh KIIyOOYKOBO#H (hHITb-
tparuu 10,6 mu/mun/1,73 m?), morpebnenne C3 (67,53 mr/mn),
nporeunypwusi (3,365 r/n), makporemarypusi. [TapanienbHo BbIsSIB-
JIeHBI TUnepxonecTepruHemMus (6,32 MMOJIB/IT), HApyILIEHHs OeJTKO-
Boro oOmeHa (o6uwmii 6enok 36 1/71, ansOymun 21,5 r/11), moBbIIIe-
HUE aJlaHuH-/acrapTaraMuHoTpanchepassl (98/427 EJl/n), deppu-
tuHa (5560 ur/mi). TTo JaHHBIM YJIBTPA3BYKOBOTO UCCIICIOBAHUS
muddy3HbIe N3MEHEHHUS TAPEHXUMBI [TOYEK, CHIDKEHUE CKOPOCT-
HBIX IT0Ka3aTesIe KPOBOTOKA B 00EHX MOUCYHBIX apTepusix. Aud-
(epeHnnaNbHas ANarHOCTHKA OCYILIECTBIISIACH C TPOMOOTHYE-
CKOM TPOMOOLIUTOIEHUUECKON My pPILypOii, ayTOUMMYHHOHI TeMo-
JUTHYECKOW aHeMHel, anTuresnbHol Gopmoii al 'Y C, BUpyCHBIMU
1 OaKTepuaNbHBIMU HHPEKINSIMH, CHCTEMHBIMU (hOpMaMH TIaTo-
JIOTHH, TeMOo0OJacTo3aMu. B 3aMecTUTeNnbHOI MoueyHO Teparnuu
pe6énok He Hyxnancs. Vckinrouenue unbix popm TMA, BhIsiBIIC-
HME TOMO3UTIOTHOM MyTauuy rena CD46, nosry4eHne moa0XKUTEb-
HOU TMHAMUKHU Ha ()OHE MPOBEJICHNSI aHTUKOMITJIEMEHTAPHOMH Te-
panuu noarsepauiio tedenue al YC.

3axnaouenue. IpeacraBieHHOe KIMHHYECKOE HAOMIONEHIE
JIEMOHCTpPUPYET TpyAHOCTH B auarnoctuke al YC u HeoOxomu-
MOCTb MYJIBTHANCIUIUIMHAPHOTO TTOAX0/a IPH 00CIEeA0BaHUN U
JICYCHNUH TAKHUX MAIEHTOB.
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PRP-TEPAMWUSA NMPU FEEMAPTPO3AX KONEHHOIO
CYCTABA Y OETEMN

JNabyzoBa H.A.

Hay4Hbi pykoBoguTenb:
npodreccop IB. CnnsoBckun

®Irb0Y BO «Cunbupckuin rocyaapCTBEHHbIN MEANLMHCKAN
yHuBepcuteT» MunHsgpasa Poccum, Tomck, Poccus

Knroyeeabie crioea: demu; 2emapmpo3 KOMIEHHO20 Cycmasa;
meparusi; nnasmomeparnusi; nnamagepes; 2eMmomepariusi

Axmyansrocms. HamMu BHEIPEH HOBBIH CIIOCOO JICUCHHUS Te-
MapTpo30B npu nomouiu PRP-repanuu (ot anri. Platelet Rich
Plasma — Gorarast tpomOonTamu miasma). JlanHelid MeTO/ T10-
3BOJIMJI COKPATUTh CPOKH BOCCTAHOBJICHUS IPU reMapTpo3ax U
YMEHBIIUTH PUCKH OCIIOKHEHHI.

Lenv: onpenenuts G GEeKTHBHOCTD JI€USHHUS TTAIIMEHTOB C re-
MapTpo3aMH MPH aBTOPCKOI Teparuu.

Mamepuanvt u memoow. B nepuon ¢ 2023-2024 rr. o6cneno-
BaHO 35 OOJIBHBIX C TPABMATUYECKUMH TTOBPEKICHUSIMH KOJIEHHOTO
cycrasa 1 (pOpMHPOBAaHUEM I'eMapTpo3a 0e3 MOBPEKICHUS CTPYK-
Typ. Kaxxap1ii n3 manueHnToB moydan gedeHue Mmerogom PRP-Te-
parmuu. [Iis omy4YeHns: ¥ BBEACHUS ayTOIUIa3MBbl HCIIOIb30Ba-
JIMCH CIEYIOLINE MaTepHalIbl: HIIPHUIL OHOPA30BbIH CTEPHIBLHBIH
(5 mun) ¢ uroit u 6e3 et 22G ( 0,7 % 40 mm); urna-6adouka 21G
(0,8 x 19, 0,8 x 20, 0,8 x 25, 0,8 x 38 MM); UIlIa UHHEKITHOHHAS
OJTHOKpAaTHOTo npuMeHenus crepuibHas 30Gx%2" (0,3 x 13 mm);
WTJa WHBEKIMOHHAS OJHOKPATHOTO MPUMEHEHHS CTepUIbHAS
21Gx1'%" (0,8 x 40 MMm); mpoOHUpKa C TeMapuHOM ISl B3STHS
kpoBH (8,5 mun). [T1a3ma 3aroraBimBaniachk HEMOCPEICTBEHHO MEPE/
BBEJICHMEM B CyCTaB Ha OCHOBE COOCTBEHHOW BEHO3HOH Kpo-
BU 00JIBHOTO. 3a00p BEHO3HOM KPOBHU MPOUCXOAUT HPU TTOMO-
M UIITBI-0200YKH U TIPOOUPKHU C TEHapUHOM JJISl B3SITHSL KPO-
BH (8,5 mur). [Ipobupku ¢ KpoBBIO OOIHHOTO TOABEPTAIOTCS IICH-
TpudyrupoBanuto B Tedenne 5 MuH npu 30 000 06/mun. anee
MPOU3BOANUTCS 3a00p ayTOJIOTMYECKOW TIa3Mbl mmpunom 22G
(0,7 x 40 Mmm). MecTo HHBEKLIMU 00padaThIBaCTCs aHTHCEIITHYE-
CKUM PacTBOPOM U IPOBOJAUTCSI MECTHAsI aHECTE3UsL. 3aTeM IIpo-
W3BOJIUTCS BBEJICHHUE COJEPKUMOTO IINPHIIA B MIOJIOCTH KOJIEHHO-
ro cycraBa. Kypc nedenus cocrasisier 1 BBeieHHE ayTOILIA3MbI B
KOJIEHHBIN CyCTaB 4yepe3 7 ITHEeH KypcoM OT 3—5 ceaHCOoB.

Pezynomamur. Y 28 manyeHToB ¢ reMapTpo30oM, MOTydaB-
KX JIEYEHHE ayTOJOIMYIHOM I1a3Moi, oborameéHHoi Tpomoo-
[UTaMH, ObUTH OTMEYEHBI 3HAUYUTEIbHBIC YAYUIICHUS QYHKIHH
KOJICHHOTO CycTaBa: yMEHbIlIeHHE O0JM U pa3rudaTeabHOi KOH-
TPaKTYpBbI, YAyYlIeHHe Ka4ecTBa XOAbObI U (DU3MUECKON aKTUB-
HOCTH MAllUeHTOB.

3axnrouenue. Jleuenne metogom PRP-tepanuu mpu remap-
TPO3ax KOJIEHHOTO CcycTaBa JaéT 3 GeKTUBHBII pe3ynbTaT U CIo-
coOCTByeT OBICTPOI pereHepalyy U yIy4dIieHHI0 QyHKIIMOHAb-
HOH cII0OCOOHOCTHU KOJIEHHOI'O CyCTaBa.
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FT’rmeEHA PYK B CUCTEME NMPO®UITAKTUKU
NAMBIUO3A Y OETEN

NanuHa A.B.
Hay4Hbin pykoBoguTtens: goueHT J1.M. Mamuuy

YO «lomenbcknii rocyaapCTBEHHbIN MEANLIMHCKAIA
yHuBepcuteT», lomens, Pecnybnuka Pecnybnuka benapycb

Knouesnle criosa: demu; nsimbriuo3; euesueHa pykK;
npoghunakmuka

AxmyanvHocms. B benapycu cymmapHasi 3a001eBacMOCThb
[IPOTO3003aMHU cOCTaBisieT B cpeaHeM 12—-15 Ha 100 ThIC. Hace-
nenus. Ha nomo msam6iano3a npuxonurest 10 98% ot oOrero umc-
Jla MHBa3MPOBAHHBIX MMAaTOTeHHBIMU mpocteiimmmu. [ToBcemect-
HOE pacrpocTpaHeHne, pa3Hoo0pa3re KIMHUIECKUX POSIBICHHH,
CJIOKHOCTB JTa0OPaTOPHON JHATHOCTHKH — BCE ATO 3aTPyHHSET
MIOCTAHOBKY JMAarHo3a 1 TpeOyeT aHalIu3a pacipoCTPaHeHNUS JIIM-
0yr03a cpeii HaceleHusl.

L]enw: orpenenuTh BIUSHUE COONIONEHUS JTUYHON TUTUEHBI
Y THTHEHBI PYK Ha pacrpoCTpaHeHUe JIIMOIN03a CPe/IH IeTeH.

Mamepuanvt u memodsr. J111st pabOTHI UCIONIB30BAIIN JAHHBIE O
3a00JIeBaHUSX JITMOJIH030M, TIOTBEPKIEHHBIX JTA0OPATOPHO, aHa-
36l nepudepruuecKoil KpoBH, 3a(hMKCUPOBAHHBIX B KypHalaX B
2015-2023 rr. [Ipu oOpaboTke MaTepuaa UCIONIb30BANIN MTAKET
KoMIIbIOTepHBIX IporpamMm Microsoft Office Excel.

Pezynomamul. Beisasieno 86 ciryuaes jsmM01103a, 4To Ha 25%
MEHBIIIE, YeM 3a MPEAbIIYIINH ePHO, OTMEYaeTCsT TeHASHIUS K
YMEHBIIICHUIO 3a001eBaeMocTu B iepuof nmangaemun COVID-19.
BonbmMHCTBO 3200€BIIMX — JETH B BO3pacTte 4—8 JIeT, YTO MOK-
HO CBA3aTb C BHUMAaHMWEM K TUTUCHC PYK U JOJKHBIM MEIUKO-TU-
TMEHIMYECKUM BOCIIUTAHUEM B JIETCKUX KOJUIEKTHBAX. YHUCIIO Maru-
€HTOB, HAIIPABJICHHBIX Ha 00CIIEIOBaHue, U OOJBHBIX C MOATBEPXK-
JIEHHBIM JTHATHO30M «JIsIMOITHO3» B riepuoa nanaemun COVID-19
3HAYUTENHHO CHU3HIIOCH, YTO B OOJBIIEH Mepe MOXKHO OOBSCHUTD
YCHJIEHHEM ITPO(PUIAKTHIESCKUX MEP.

3axnouenue. MBITbE PyK SIBISIETCS KIIFOYEBBIM KOMIIOHEH-
TOM B CHIDKEHUU PUCKA Pa3BUTHUSA JsIMOIKM03a. ColmntoneHue mpa-
BUJI rurueHsl pyk Bo Bpems COVID-19 3HaunTenbHO CBS3aHO
C YMEHbIICHHEeM KUIIeYHbIX HHpekuuid. [IpodunakTuka M-
65mo3a y aeteil TpeOyeT BBISIBJICHHUS U JICYCHUS OCCCUMIITOM-
HBIX TIapa3uTOHOCHUTENeH U ucToBbIAEaUTENeH. [IpuBuTHe neTsam
TUTMCHUYCCKUX HABbIKOB, UCIIOJIb30BaAHUEC KHANSTYEHOM BOJBI OJ1d
MTUTHS ¥ MBIThsI ()PYKTOB M OBOIIIEH, TPOBEICHUE POTHBOIITHIC-
MHYECKHX MEPOIPHATHUI B IETCKHX YUPEIKICHUSIX HTPACT BAKHYIO
POJTb B IIPEYTIPEKACHAH CITydaeB JsiMOIo3a. B neTckux yupex-
JICHUSIX U MecTax OOIIEeTo MONb30BaHuUs JOJDKHBI OBITh CTIEIHab-
HbIe MBUIbHUIIB!, HHAMBUIyalbHbIC ONOTEeHNA. Take, yUuThIBas
YCTOHYUBOCTD LUCT JISIMOIMI K XJIOPCOAEPKALIUM IIpenaparam,
JUTSL YOOPKH ClIeIyeT MPUMEHSTh MBLUTbHO-COJIOBBIC PACTBOPHI UITH
MOIOIIIe-Ie3UH()EKIIHOHHBIE CPEICTBA, YTO TO3BOJIUT YITyUIIUTh
KaueCcTBO MPOBENEHHON YOOPKH.
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ANMMAEMMonorma MHeEKLIMOHHOIO
MOHOHYKINEO3A Y OETEN

Jlenuxosa J1.M.

Hay4HbIn pykoBoguTenb:
npodeccop E.B. NweHn4Han

OrbOY BO «[JoHeLkuin rocyaapCTBEHHbIA MEOULMHCKIN
yHuBepcuTteT nmenn M. lopekoro» Munagpasa Poccun

Knouesbie criosa: demu; UHQYEKUUOHHbBIU MOHOHYKIIE03;
eeprieceupyc; 3abornesaemocms, 3NUOemMuUosIo2usi

Axmyanvrocms 00yCI0BICHA BBICOKOH PacpoCTpaHEHHO-
CTBIO TePIECBUPYCHBIX UHPEKIMH. YCTaHOBIEHO, uTo 10 90% net-
CKOTO HaCeJIeHUs TUIaHEeThl HH()UIIMPOBAHO I'eprIeCBUPYCAMH, IPHU-
9éM y 50% M3 HUX OTMEYAIOT MaHH(PECTHOE TeUCHHUE 3200 ICBaHMSL.

Llenv: onpenenuTh AMUAEMHOIOITIECKHE 0COOCHHOCTH UH-
(bexironHoro MoHoHykieo3a (M) y nereit B TedeHue MOCIE-
Hux 10 met.

Mamepuanvl u memoout. VIcToabp30BaH SMUAEMUOIOIHYC-
CKUI MeToz aHaIM3a Noka3arenei 3adoneBaemoct IM y nereit
B2014-2023 rr.

Pesynomamvi. BIABICHO 3HAYNMOE YMEHbBIIECHHE TTOKa3a-
Tesst 3aboneBaemoctd UM cpein COBOKYITHOTO JIETCKOTO Hace-
nenusd. Eciu B 2014 1. on paBusuics 47,4% na 100 Thic. Hacene-
Hust, T0 B 2023 1. coctaBmi 18,8% na 100 Thic. HaceneHus. AHa-
JIU3 MHOTOJIETHEW NTuHaMuKu 3a0oieBaemoctd VIM mokasbIBaer,
YTO YCJIIOBHO MOXKHO BBIJICNIUTH 3 Mepuoaa pocra. B nepsom re-
pHoze TIoKa3aTeNb 3a00JIeBaeMOCTH HaXoauics B ipeaenax 45,0—
47,5% na 100 TpIC. HaceNeHHs; BO BTOPOM — JaHHBIH MOKa3aTelb
yBesnuuics u coctaBuil 49,9% na 100 Teic. HaceneHUs; B TPEThb-
€M IepHoJe OTMEUEHO 3HAYMMOE YMEHBIIEHUE 3TOr0 MoKa3are-
ns ¢ 35,5 no 18,8%. Ymenbmenue 3aboneBaemoctd UM y ne-
Teil 00yCIIOBIICHO MUTpAlMell HAaCEeNIeHUs, B TOM YUCIIe JIeTeH, a
TaKKe BOSMOKHBIMH HapyIIeHUSIMH y4éra Bcex ciydaeB VIM Ha
¢done nangemun COVID-19. B 3T nepross! 4ucio aereit B 00-
el yncineHHocty Hacenenus k 2015 1. cocrasmio 15,9%, B 2016
r.— 15,6%, 82017 . — 16,5%, 8 2023 . — 15,5%. Cpeau oco-
6ennocreif IM y netei 1-ro rofa *U3HU CIEYeT CUUTATh MEHb-
LIyI0 YacTOTy PErucTpupyeMoii 3abonesaeMoctu. B monb3y sTo-
IO CBHJETEIBCTBYIOT cieaytomnue nokazarenu: B 2014 . — 29,7%
(12 ctyqae), 2018 . — 17,7% (7), 8 2022 1. — 28,1% (143) Ha
100 TbIC. HaceneHuUsI.

3axniouenue. JJunamuka 3adoneBaemoctu M y nereil B
20142022 rr. HeoHOPOJHA U XapaKTepU3yeTcs Kak NepuoiaMu
noabéMa, Tak M CHH)KEHHEM I0KazaTesield, 4To yKa3bIBaeT Ha He-
00X0MMOCTB AMHUAEMHOIOTHIeCKOro MoHHTOprHTa VM.
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YPOBEHb OCBEAOMJIEHHOCTU HACENEHUA
N MEOULMHCKUX PABOTHUKOB O CIMMOCOBAX
BAKLIMHONPO®UIAKTUKU THOUHBIX
MEHWHIUTOB Y OETEN

NutenHos A.U."
Hay4Hbi pykoBoguTtensb: goueHT [.B. CyToBckas?

'®BIroY BO «KybaHckuii rocynapCTBeHHbIA MeQULIMHCKUIA
yHuBepcuteT MuHsapasa Poccuu, KpacHogap, Poccus;
2IbY3 «[eTckas ropoackas nonuknuHuka Ne 1 r. KpacHogap»
MwuH3npaBa KpacHopapckoro kpast

Kritouesbie crioga: demu; MeHUHaUM; aHKemuposaHue;
8aKyuHornpoguiakmuka; 0ceedoMIeHHOCMb

Axmyanornocms. T'HOWHBIE MEHUHTHTBHl — aKTyallbHas IIPo-
OJieMa MaToJIOTHU HEPBHOM CHCTEMBI y JICTEH, KOTopasi UMeeT -
(hexTHBHBIE CTIOCOOBI UMMYHONPO(PHUIAKTUKH.

L]enwv: onpenennuTh ypoBEHb OCBEIOMIEHHOCTH HACENIEHUS U
MEIMIIUHCKOTO MIepCOHaa 0 Croco0ax BaKIMHOIPO(DUIAKTUKA
THOWHBIX MEHUHIUTOB y JIETEH.

Mamepuanvt u memoowi. CieHaILHON aHKETOH-0IIPOCHUKOM
npoanketupoBano 102 pecrnonaeHTa, poauTeneil — 66 JenoBex
(keHIMH — 61, My»X4UH — 5), METUIIMHCKUX PAaOOTHUKOB — 36.

Pesynomamer. AHaIM3 OTBETOB POIUTENICH HA BOIPOCH! aH-
KeThI [T0Ka3aJj1, 4To 00JIee MOJIOBUHBI pecroH1eHTOB (56,1%) yBe-
pEeHBbI B CBOMX 3HaHUAX HanmoHambHOTo KaneHaaps npoguiakTu-
YECKUX IPUBUBOK; TPETh y4acTHUKOB (33,3%) He 3HAIOT 0 YacTH
NPUBHUBOK; KaXIbIH aecsaToli (10,6%) poanTtens He 3HAET O CY-
I1€CTBOBAHUM JJTAHHOTO JOKyMeHTa; 56,1% ONpoIIeHHBIX CTPOTO
clienytoT cpokam HanmoHanbHOMY KaJIeHIapio B BOIPOCAX BaKIIU-
Hanuu aerei, 42,1% poaureneil Aenar0T MPUBUBKHA BHIOOPOYHO.
Mesnee tpetu (31,8%) npomieammx onpoc, 3Hak0T, 4YTO TaKoe Me-
HuHrutT. Kaxkapiii 5-i (21,2%) pecrioHieHT He 3HaeT NPUYMH BO3-
HUKHOBEHUSI MCHUHTHTA, Cpe HUX 16,7% cuuTaroT, 4Tto peOEHOK
MOXXET 3a00J1€Th MEHUHTUTOM H3-3a NPUBHUBKU. [10UTH Kaskabli
tperuit (30,4%) pecOHACHT 3HAET, YTO OT F'HOMHHOTO MEHUHTH-
Ta 3alUIaeT BakuuHa MeHakTpa, HO TOJIBKO 8,7% ONpOLICHHBIX
BKJIOYMJIN B CIIMCOK IPUBHUBOK OT THOWHBIX MEHHHIHTOB IIperia-
par Ilpesenap 13 u 1,4% — Bakuuny Ilentakcum. B ompoce B
Oonblell CTENeHN IPUHUMAIH ydacTHe Bpadn-neanarpsl (50%),
CPeAM APYTHX MEIUIMHCKUX CIELUAIbHOCTEH MPeICcTaBICHB:
akymepsl-runekonoru (16,7%), menuuunckue cectpsl (11,1%),
B PAaBHOM cTerneH! MH(EKIIMOHUCTHI, HEBPOJIOTH, TEPAIeBThI, ra-
ctposHTeponord (5,6%). AHaIHU3 UX OTBETOB MOKA3all, YTO TIOUTH
BCE BpauH MOJHOCTHIO YBEPEHBI B CBOMX 3HaHMAX HanmoHansHo-
O KaJIeHAaps MPOQUIAKTHYECKUX TPHBUBOK, HEYBEPEHHOCTD HC-
IBITHIBAIOT JIHIIb HEKOTOPBIE aKyIepbl-ruHeKonoru (5,6%), mpu
9TOM JIEJIal0T NPUBUBKU M30uparebHo Takke onu (11,1%). TIpo-
HIE/IINE ONPOC MEAUIUHCKHUE CECTPHI HE 3HAIOT, YTO TaKOE Me-
HUHTUT. MeHee 1osjoBuHbI Bpaueit (44,4%), B TOM 4HCIIe TOIBKO
nooBuHa (55,5%) meanaTpoB MOTYT TOYHO Ha3BaTh YaCTHIX BO3-
OyauTeNiell THOMHBIX MEHUHTUTOB y JeTeil. OTMEYeH TakKe He-
JIOCTaTOYHBIA YPOBEHb 3HAHUU Bpaueil 0 CpoKax BaKLMHAIUH U
00 HCIOIB3yeMbIX UMMYHOIIpEnaparax.

3aknrouenue. YCTaHOBJIECH HU3KHH YPOBEHb OCBEIOMIIEHHO-
CTH HAaCEJICHHsI O THOMHBIX MEHUHTUTAX Y JIeTeH U HEYJIOBJIETBO-
PHUTENBHBINA YPOBEHb 3HAHUH poANTENeH 0 BaKIIMHONPO(DUIIAKTH-
K€ MEHHHTHTOB. HacTOpOXEHHOCTH BBI3BIBAET TAaKXKe HEJOCTa-
TOYHAsl KOMIIETEHTHOCTh Bpaueil B MPOBEICHNS NUMMYHU3AIUH
JIETCKOTO HACEJICHUS.
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HYTPUFEHETUYECKUE OCOBEHHOCTU Y OETEN
C PACCTPOMCTBOM AYTUCTUYECKOIO
CMNEKTPA

JNob6aHoB M.E., YypcuHa E.M., Nocnepn T.E.
HayuHbi pykoBoguTtens: goueHT O.U. N'ymeHIok

®IrB0Y BO «CapaToBCKuiA rocyAapCTBEHHbIN MEQULIMHCKIN
yHuBepcuteT numenn B.W. Pasymosckoro» MuHsapaBsa
Poccun, Capatos, Poccus

Knroyesnie crnosa: HympueeHemuka, paccmpoacmeo
aymucmu4ecKoco criekmpa;, rnosiIHoeeHoMHoe
CeKseHuposaHue, nuwesas asniepaus

Axmyanvrnocmy. HyTpureHeTrka sBISeTCsl HayKoH O BIUSHUN
TeHeTHYECKUX BapUaluil Ha MUIIEBOE MMOBEICHNE U POJIU MHTa-
TENBHBIX BELIECTB M OMOJOIMYECKH aKTUBHBIX MUIIEBBIX COEIH-
HEHUH Ha cocTosHue opranusma. Mudopmarus o reHeTnyecKux
0COOCHHOCTSIX MO3BOJISIET MIOIyYUTh HOBbIE 3HAHUS, HAIIPABJIEH-
HBIE Ha JIy4lllee TOHUMAHUE B3aUMOACHCTBUN NMUTATEIbHBIX Be-
[IECTB M T€HOB C KOHEYHOH LIENbI0 pa3pabOTKH MepCOHATH3HPO-
BaHHBIX CTPATETHH MUTAHMS ISl ONITHMAIBHOTO 3[J0POBbS U IPO-
(unakTHKY 32001€BaHNi y JeTei.

Lenv: onpenenuTs HyTPUTCHETUIECKUE 0COOCHHOCTH Y Je-
Te ¢ paccTpoiicTBoM ayTuctuueckoro crekrpa (PAC).

Mamepuanvt u memoow:. IIpoBenéH aHaIM3 MUIIEBOH MTEPEHO-
CHMOCTH Ha OCHOBaHUH HYTPHICHETHYECKOTO TECTUPOBAaHHS 32
nareHToB ¢ PAC B Bo3pacte 15—18 ner (cpennuii Bo3pacr 16,2 +
1,2 rona), mpoIeAnuX MpoLeaAypy NOTHOTCHOMHOTO CEKBEHUPO-
Banus (III'C). U3yuancs nonmumopdusm renoB STAT6 (amneprus
Ha Moioxo), HLADRB1*0301 (nepeHocuMocTh mitoTeHa), AMY1
(nepenocumoctb Kpaxmana), MCM6 (IepeHOCUMOCTb JaKTO3bI),
ClIORF30/LRRC32 (numieBas ayuieprusi). Takke usydaicsi reH
FGF21, OoTBETCTBEHHBIH 3a BJCYEHHUE K CIAAKOH IHUIIE.

Pesynomamur. Ipu [1I'C nmatorenHble BapuaHThI BBISIBICHBI
y 12 (38%) nmauuenros B cnenyrouwmx renax: KMT24, FGFR3,
CUX2, NSD1, PTEN, SHANK3, ANKPDI11, ARIDI, WDR26,
PHF6, DDX3X, MECP2. Tlpu aHaiu3e HyTpUT€HETUYECKOTO Te-
CTa YCTAHOBJICHO, YTO HOPMaJIbHas IEPEHOCHMOCTh TIIFOTEHA OTIpe-
nemsnack y 27 (84%) nereit, y ocTaubHBIX 5 geTeld ObUT BBISBICH
nonumop¢usm resa DRBI1*0301. B 41% cnydaeB Oblia onpene-
JIeHa IIPEAPAcHONOKEHHOCTh K HEEPEHOCUMOCTU MOJIOKa (T10-
auMopdusm rena STAT6), B 91% BbIsABICHAa HENEPEHOCUMOCTD
kpaxmaia (monumopdusm rena AMY1). IIpenpacnoioKeHHOCTb
K HEMIEPEHOCHMOCTH JIAKTO3BI cocTaBmia 84% (momumopdusm re-
Ha MCM6). Y 63% GonbHBIX ObLIa BBISBICHA MPEAPACIIONOKEH-
HOCTb K IHILEBOH amnepruu. ¥ 69% nalnueHToB BbIABIEHA Ie-
HETHYECKask IPeAPACIONOKEHHOCTh B YIOTPEONIEHUH CIIAKUX
IIPOLYKTOB, B 99% cilyyaeB 3TH MALHEHThI IPEIIOUUTANIN YIIO-
TpebnATh cnagoctu. B 12% ciydaes 6bU10 OLpe/iesIeHO Halnuue
npeanouTeHus u B 19% orcyTcTBHe moTpedHOCTEN B yroTpeOe-
HUHM CJIAJIKUX TIPOTYKTOB.

3axnouenue. Ilpn aHanM3e HyTPUTEHETHUECKOTO CTAaTyca y
nereit ¢ PAC BbIsABIIEHA NPEPACIIONOKEHHOCTD K IUILEBOH ajiep-
I'MH, HENIEPEHOCUMOCTH JIAKTO3bI, KpaxMalla, MOJIOKa 1 B MEHbLIEH
CTEIEHU INIIOTEHA. YCTaHOBIIEHA B3aMOCBSI3b MEXY yoTpeoie-
HUEM CJIQJIKOH IHIIN U TeHETHYECKON MPEeIpaciiooKEeHHOCTBIO K
crnagkoMy. OnpeziesieHne Hy TPUTeHETHIECKIX 0COOEHHOCTEH Mpu
PAC y nereii criocoOCcTBYyeT pa3paboTKe MepCOHATHM3MPOBAHHOTO
MOZIX0/1a K COCTABJICHUIO JICYEOHBIX CXEM M ONTUMU3AIMU IUTa-
HUS OOJIBHBIX.

NPOrHO3MPOBAHUE NMOPAXEHUN
NMPOKCUMAIbHbIX OTAENOB TOHKOW KULLIKU
Y OETEW C BONE3HbIO KPOHA

JNykbsaHuyk MN.10.Y, MpoxopeHkoBa M.O.',
KpacHoBupoBa A.E."

Hayu4HbIn pykoBoguTenb: npodeccop
A.C. Notanos'?

'®IAOY BO «[epBbiii MockoBCkuiA rocyAapCTBEHHbIN
MeauLMHCKUA yHuBepeuTeT nmeHn N.M. CeyeHosa»
MwuH3agpasa Poccum (CeveHoBckui yHuBepcuteT), Mocksa,
Poccus;

20lAY «HauunoHanbHbIN MeaUUMHCKUIA nccrieaoBaTernbCKun
LleHTp 3gopoBbsa geten» MuHagpasa Poccun, Mocksa,
Poccus

Kntouesbie criosa: demu; socrianumerbHbie 3abosiesaHusi
Kuwey4Huka; 6one3Hb KpoHa, moHkas Kuwka; duagHOCMuUKa;
UTe0KONTOHOCKOMUS

Axmyanvrocms. Uneoxononockonus (MUKC) siasiercs oa-
HUM M3 KJIFOYEBBIX MeTOJ0B quarHocTrku 6one3nu Kpona (BK),
KOTOpasi MOXKET HOPaXKaTh JIIOOOW 0T/ KeIyI0OYHO-KHIIEYHOTO
TpakTa. OHAKO BU3yaJIU3alHs IPOKCUMAIIBHBIX OT/IEJIOB TOHKOM
kumkn (IIOTK) ¢ momomsto MKC 3arpynneHa, st 3TUX 1eneit
ObLTa pazpaboTana BuacOKarcynbHas sHTepockomnust (BKD). Ona
SIBJIAETCS MaJOMHBA3UBHBIM, HO JOPOTOCTOSIIUM METOIOM JHa-
THOCTHKH, B CBSI3HU C YeM €€ NPUMEHEHHE y IeTeH OrpaHUYCHO U
TpebyeT onpeaeneH s OKa3aHuii K e€ IPOBECHUIO.

L]env: onpenenuTh COCTOSHIE MPOKCUMAIIBHBIX OT/IEJIOB TOH-
KOH KHIIKK € TOMOIIBIO HIIEOKOIOHOCKOIHH y aeTelt ¢ BK st ot-
0opa nanueHToB Ha nposeaeHne BKD.

Mamepuanst u memoodwi. [Ipoananu3zupoBano 84 UCTOPUU
Oone3nu aerer ¢ BK, HaXoaMBIINXCS HA TOCIUTAIN3AINN, KOTO-
pbiM Obl1a npoegena BKO u MKC. B 3aBuCHMMOCTH OT ypOBHS
nopakenus kumeyHuka Ha KC OonbHbIe ObUTH pacipeaesieHbl
Ha 4 Tpynmsl: | — ¢ M30JIMPOBAHHBIM TTOPAKEHUEM TEPMHUHAIb-
Horo otaena noas3aomHoi kumku (TOIIK), 2 — ¢ n3onuposan-
HBIM TIOPa’KEHHEM TOJICTON KUIIKH, 3 — IIPU COUYETAHUU MOpake-
nuii TOIIK u ToncToil KuIIKK, 4 — NpU OTCYTCTBUM ATOJIOTHH.
Jst nporunosuposanus nopaxenus IIOTK nposenén pacuér or-
Homrenus mancoB (OL) u 95% nosepurensroro nnrepsana (J1).

Pesynomamer. 3smenenus [IOTK no nanasiM BKD 6butH BbI-
SBIIEHBI Y 56 (66,7%) 60mpHBIX. Cpean Beex npoBeaéHHbIX MKC y
21 (25%) narmenTa 66110 OOHAPYKEHO H30JIMPOBAHHOE MOPAKEHUE
TOIIK, y 4 (16%) — Toncroit kumky, y 23 (27,4%) — Bcex otne-
JIOB KHMIICUHHKA, a y 8 (9,5%) O0bHBIX OTMeUaach SHI0CKOIIMYe-
ckast pemuccus. IlomyueHHbIe JaHHBIE YKa3bIBAIOT HAa BEICOKHI PUCK
obnapyxenns m3menenuid B [IOTK npu Hanmmaum H30IMpOBaHHOTO
nopaxenus TOIIK (OULI 3,6; 95% AU 1,1-11,8; p = 0,029), a Tax-
xe mneokonuta (O 4,2; 95% JIU 1,3-13,7; p = 0,014). Hampo-
THB, OTCYTCTBHE NATOJIOTUUECKOTO IPOLECcca WM JIOKATH3alHsl €10
TOJIBKO B TOJICTOM KHIIKE YMEHBIIACT IIAHC BBISBICHHUS aKTHBHO-
ro Bocmanenus B [IOTK B 0,2 (95% U 0,1-0,6; p = 0,003) u 0,3
(95% A1 0,1-0,8; p = 0,010) pa3a cOOTBETCTBEHHO.

3axarouenue. Hammune mamenenuit B8 TOIIK y mereii ¢ BK
MOXXET YKa3bIBaTh Ha BO3MOYKHOE TIOPa’KEHUE BBIILIEIEKALINX OT-
JICJIOB TOHKOM KHMIIKH W SBJISICTCS TOKa3aHUEM JUIsl TIPOBEICHUS
BKD. OueHka 00b&Ma NaTOI0rMUECKOr0 NOPAXKEHUS KUIIKY SIB-
nsieTcs HeoOXOAMMBIM JIJISl Ha3HAUCHHUS CBOEBPEMEHHON MeaMKa-
MEHTO3HOH Tepariy, KOPPEKIINU CUMIITOMOB ¥ YMEHBIICHHS PH-
CKa Pa3BUTHS OCIOKHEHUH.

* %k ok
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BHEBOJIbHUYHASA MHEBMOHUA Y OETEN

Nynbkos E.WN., Ilazapes B.C.

Hayu4Hble pykoBoguTenu: AOLUEHT
E.A. CamopopgHoBa, accucteHT [.T. LlasnoBa

OrAQY BO «KasaHCkui rocyaapCTBEHHbI MEOULUHCKAN
yHuBepcuteT» MunHsgpasa Poccuu, KasaHb, Poccus

Knroueesie criosa: 0emu; eHeborbHUYHas MHEe8MOHUSI;
ObixameribHasi Hedocmamo4yHOCMb, 6POHX006CMPYKMUBHbIL
CUHOpOM

AxmyansHocmp. 3a00JIEBaHUS OPTaHOB JIBIXAHUS Y JAETEH exe-
TOJIHO 3aHUMAIOT JIMIUPYIOILYIO TTO3ULIHIO B CTPYKTYpe 3a0oieBae-
moctu. [To manaeiM BO3, Ha 2019 1. oT THEBMOHUN CKOHYAIOCH
14% nereii B Bo3pacte 10 5 JeT, aTHITMYHOE TeYeHHe 3a00IeBaHus
ormeyaercst y 50% G0IbHBIX, TOCIUTATN3UPOBAHHbIX B CTALlHOHAP.

Lenv: onpenenuTh 0COOCHHOCTH TEYCHUSI BHEOOIbHUYHBIX
TTHEBMOHMH y JIeTei.

Mamepuanol u memoowi. IIpoBenén ananu3z 148 ncropuii 60-
JIE3HH JeTeH, TOCIUTAIM3UPOBAHHBIX B CTALMOHAP C CEHTIOPS
2023 r. o stuBapb 2024 1. ¢ quarHo3om «BHEOOTbHUYHAS TTHEB-
MoHus (BIT)».

Pe3ynomamul. 3Ha4MMBIX 0COOCHHOCTEH B MOJIOBOM CTPYyK-
Type 3aboneBaemoctu jereit BII ne BoisBiaeHo. IIpu atom 43%
GOJIBHBIX UMEJH COIYyTCTBYIoIMe 3aboneBanus. OcTpoe Hayao
BIT 66110 ¥ 55% GonbHBIX. [IpH3HaKK ObIXaTeIbHON HEJOCTATOY-
HOCTH 1-2 cTenenu HaOmonamuch y 50% pecroHaeHToB, yMepeH-
HBbIH MHTOKCUKALIMOHHBIA cuHIpoM — y 20%, pecnupaTopHbIi
cunapoM 6ecniokonn 100% nereit. Y 70% rocnuraau3upoBaHHBIX
MAIMEHTOB MPUCYTCTBOBAIIM MPU3HAKK OPOHXO0OCTPYKTHBHOTO
CHHJIpOMA: CyXHe CBHUCTSAIINE WIH TUCTAHIUOHHBIE XpHIbl. OX-
Bat BakiuHanuen 0onpHbIX BIT cocraBmir nmumb 70% aerei, 4ro
CBSI3aHO C OTKAa30M POJUTENEH OT NPOBEACHHs IPUBUBOK JIETAM U
OTCYTCTBHEM BaKIMH B MOIMKINHKKaX. Kpome Toro, y 83% Gonb-
HbIX BII nanuble MUKpOOHOIOrMUECKOTO aHAIM3a CIIU3H C 3aHEH
CTEHKH TJIOTKH Ha a3poOHYI0 U (DaKyIbTaTHBHO-aHA3POOHYIO MU-
KpoOHOTY ObUIM OTpHULIATEIbHBIMY, JIULIb Y 53% nereit Guomap-
KEPBI BOCHAIUTEIBHOTO OTBETA ObLTH MOJI0KUTEIbHBIMU (YBEJIHU-
YeHue KoHIeHTpanuii C-peakTHBHOTO OejKka OBbIJIO BBELIBICHO B
38% ciydaeB, JEHKOIIUTO3 CO CABUIOM JIEHKOLUTApHON (opmy-
el — B 15% ciyuaes).

3axnrouenue. CoBpemeHHble 0coOeHHOCTH Teuenus BIT y ne-
Teil XapaKTepu3yroTcs npeodiajlaHie B KIIMHUYECKOH KapTuHe 00-
JIe3HH OPOHX0OOCTPYKTHBHOTO M PECITUPATOPHOTO CHHAPOMOB Hal
MHTOKCHKAIIMOHHBIM CHHIPOMOM U HH3KOH aKTHBHOCTBIO OMOMap-
KEPOB BOCHAIUTEILHON peaknuy B OOJNBIINHCTBE CIydaeB. Bol-
SIBJICHBI HETATUBHBIC TCHACHIWH CHHUXXCHUS OXBaTa BaKLIMHALIUH
JIETCKOTO HACEJICHUs], YTO CIIOCOOCTBYET POCTY U PACIPOCTPAHEH-
HoctH BII, TpeOyromux ycuineHus Mep 1o MpoBeeHUIo crienudu-
9eCKOH MPOQUITaKTHKH.

onbIT ANIMTENbHONO HABNMIOOEHUSA PEBEHKA
C NEPBUYHOW KULLEYHOM
NUMOAHTMOIKTA3MUEN

Maneto E.M.", JllyueHko B.B.'
HayuHbI pykoBoguTtenb: npodeccop A.H. Cypkos?

"OFAQY BO «Poccuiickuii HaumMoHanbHbIN
nccnenoBaTenbCKUi MeQULMHCKUIA YHUBEPCUTET UMEHU
H.W. Muporosa» Munagpasa Poccun, Mocksa, Poccus;
20IBHY «Poccuiicknini HauMoHarbHbIVA LEHTP XMPYprim
nmenun akagemuka b.B. MNetposckoro», HAW neamatpun
n oxpaHbl 3gopoBba aeten HKL, Ne 2, Mockea, Poccus

Knrouesble criosa: knuHu4eckul criydad; 0emu; nepeuyHasi
Kuwey4Has numgbaHauosKkmasusi; duaeHoCmuka;
duemomepanusi; curiozammaziobynuHemus

Axmyanvuocmy. IlepBuyHas KUIIeYHass TUM(aHTHOIKTA-
3Usl — OYEHb PEeJKOe IeHEeTHYECKOoe 3a00JIeBaHue, MPOSBIISIO-
Iieecst TUMepIuIa3ueil TMMGaTHIeCKUX COCYI0B TOHKOM KHILIKH,
9Kccyanuel TMMQbI B IPOCBET KUIIEUHUKA. XapaKTEPHO HAJIU-
YHe rUnoab0yMUHEMHUH, THITONIPOTEMHEMHH, OTEYHOTO CHH/IPO-
Ma, CHHJpoMa ManbadbcopOuuu. [Iuarno3 Bepudumumpyercs Ha oc-
HOBaHUH JIAHHBIX OMOTICUH KHUIIIEYHHKA W H3MEHEeHUH 1abopaTop-
HBIX ITOKa3aresieil.

Onucanue kaunuyeckozo ciyuas. PedeHok ot [ epeMeHHOCTH
(Toxcuko3 B 1 Tpumectpe), I cpounsix poro. Macca tena npu po-
sxaennn 3800 1, mHa Tena 52 cm. B 1 mec — [pu Y3U opranos
OproNIHOI Mo0CTH B Bo3pacte | Mec Oblia BhISBICHA IenaToMe-
raiusi. B Bo3pacte 8 Mec. 0TMEUEHO OTUYETIIMBOE B3AyTHE )KUBOTA.
B nmabopaTopHBIX aHamM3ax: dpUTPOIUTEl — 5,21 x 10'%/n
(N <4,9); neiikonutsr — 4,6x10°/1 (N > 6,6); HEHTpODHIBI —
47,1 (N < 28); numdountst — 34,6 (N > 50); MOHOUUTHI —
11,2 (N:2-8). B Bospacre 1 rox: spurpouutsl — 5,42 % 10'%/i;
JEeRKOIUTHI — 6,6 * 10°/71; TpoMboIHTE — 592 % 10%/m (N < 494);
Heitrpopuisl — 67; mumpouuts — 16,5; MoHOIIMTE — 15; aHu-
30IMTO3 CMELIaHHOTO THIA ¢ MPeodIaJaHeM MUKPOIIUTOB, MOH-
KWJIOLUTO3 — MHIICHEBUHbIE SpUTPOLUTEL. [Ipn nononHuTens-
HOM nipoBezieHHH Y3U ObUTH BBISIBIICHBI JOJIMXOCUTMa, THIIOTOHYC
ToscToi Kumky. Mckmouena nenuaxus. HaOmonamics oTéxu Bek,
repuopOnTANIbHBIN IUAHO3, 3HAYUTEIBHOE B3AyTHE )KUBOTA. [Ipn
TAJTBITALMHA KUBOT MATKHH, 0e300J1€3HEHHBIN, Kpail edeH  dJ1a-
CTHYEH, U3-110/1 peOEpHOM MyrH He BbicTymnaet. CTyi1 Kamieoopas-
HBIH, C 3€JICHOBATHIM OTTEHKOM, XXHPHBIM OneckoM. JlaGoparop-
HO: remoroour — 92 /i1 (N > 110); tpomGouutsl — 421x10%/1;
neikonuTel — 6,2%10%1; runoansOymunemus 1o 17 v/ (N > 28);
runonpotrenHemus 110 32 /1 (N > 56). ConeprkaHue KaJbIpOTEK-
tiHa B KpoBu: 267 Mkr/T (N < 50). IIpu nposegeHun 330¢arora-
crponyoneHockonusi (AI/1C) BeisiBIeHA TMM()AHTHOIKTA3HUS JIBE-
HAALATUIIEPCTHOM U ToImel kumku. [lomydan nuerorepanuio, ra-
CTPO- U TeNaTonpoTeKTOPHYO Tepanuo. B tuHamuke 1abopaTopHO
COXpaHseTCs THIoaibOyMuHeMus, runonporennemus. Copepixa-
uue IgM B xkpoBu — 0,17 1/i1; IgG — 0,0. YpoBeHb KanbIpOTEKTH-
Ha — 465 Mkr/r. [Tonyuan nady3un meHTarioOnHa B cTallloHape,
10 MECTY KUTEIbCTBA TEpaIus He IPOBOAMIACE. B cBsI3M ¢ yXya-
IIIEHUEM COCTOSIHUS TOCTIUTANIM3UPOBaH B Bo3pacte 1 rox 6 mec.
IIpu xonoHocKoNMHU: TUM(PAHTHOIKTA3US TTOB3AOIIHON KHIIKH,
WJICUT, pacripoCTpaHEHHbINA KOIUT. [1pu aHanmn3e OUOTICHH BbISIB-
JieHa TUM(aHTHO3KTA3Us IBEHAIIATUIICPCTHON U TOLIEH KHUIIKH.
BonpHOI MoTyJa 3aMeCTHTENbHYIO TePaHi0 HMMYHOTIIO0YITH-
HaMH, aJlbOyMUHOM, epMEHTaMH, aHTHOAKTEPUATIBHY IO TEPAITUIO
C MOJIOKHUTEIBHBIM 3 dexTom.

B nanbHeliem peryispHO rociuTalIn3upoBaICs JIs IPOBE-
JeHust uHQpy3uil.
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IMocnennss rocrmranu3anus B Bo3pacte 8 yet 5 mec. [lpn
OI'JIC BBISBIICHBL: aHTPAIIBHBINM 04aroBbIil racTput. bynsOuT. Mern-
Kre TMM(aHTHOIKTA3UN IBEHAIaTHIIepCTHOM Kuku. [Tpu Y3U
OpraHoB OprOUIHON nojocTu: AU y3HbIE U3MEHEHUS NEUEHU U
HOMXKETyA0UHOM 2xee3bl. [Tomyydan remaro- U racTpornpoTeKTop-
HY10, UHY3UOHHYIO Tepanuto. Ha ¢oHe eueHnss — BbIpakeHHAS
TMIOJIOXKUTEITbHAS TUHAMUKA. HopManu3aims ypoBHs reMOIIo0nHa,
anpOymuHa, odrero Oenka, [gG. Teparust Obl1a IPOJIOHTUPOBAHA.

3akarouenue. JleMOHCTpalyst NOAOOHBIX HAOMIONEHHH C yUé-
TOM OITBITA YCIIEUIHOTO MPUMEHEHUSI 3aMECTHTEIILHOM, HH(Y3HOH-
HOU M TMETOTEPAITNH TTOBBIILIAIOT BEPOSITHOCTh PaHHEH Bepu(HKa-
LMY TMarHo3a ¥ Ha3HaYeHUsl CBOEBPEMEHHOTO JICUEHUS.

MUTOXOHAOPUATIbHAA SHLEE®AITIOMUONATUA,
ACCOLIMMPOBAHHASA C MYTALIMEN
B rEHE MSTO1Y BOJIbHOIO 16 JNIET

MamegoBa A.P."
HayuHbI pykoBoguTtenb: goueHT O.B. Mo6a'?

'®AQY BO «[MepBbii MOCKOBCKMI rocyAapCTBEHHbIN
MeavLUHCKuA yHuBepcuTeT nmenn N.M. CeveHoBa»
MuHsapasa Poccum (CedeHoBCKMIN YHUBEPCUTET),

MockBa, Poccus;

2PrAY «HaumoHanbHbIN MeguLMHCKUIA nccneaoBaTenbCKuii
LeHTp 3gopoBbs Aeten» Munsgpasa Poccun, Mockea,
Poccus

Knroyesnie criosa: KnuHUYecKul cry4al; MUMOXOHOpuUarsHasi
namornoeusi; Mymauus 8 eeHe MSTO1; kapduomuonamus;
UHcynbm; Mmemabosnu4eckasi meparusi

Axmyanvrnocms. MUTOXOHIpHATIbHAS NATONOTHS — TPyIIa
HACIIeICTBEHHBIX 3a00J1€BaHNM, BEI3BAHHBIX AUCHYHKIMEH MU-
TOXOHJPUH, BEAYIIUX K HAPYILICHUSIM YHEPTeTHUECKOro o0Me-
Ha ¥ TIOPa’KeHUIO YHEPro€MKUX OpraHoB. M3-3a monumopdusma
CHMIITOMAaTHKH BO3HUKAIOT TPYAHOCTHU B IIOCTAHOBKE JMArHO3a.

Onucanue kaunuyeckoeo cayuas. bonbHoll 16 ner ¢ Muto-
XOHIPHATIBHON MAaTONOTHEH — HOCUTENb HYyKJICOTHIHOTO BapH-
anta B rene MSTOI. B Bo3pacre 3,5 Mec npu 3xokapauorpapuu
(Ox0KT") Ob1IO BBISBICHO OTKPBITOE OBAJIBbHOE OKHO. B BO3pac-
Te 11 Mec y 60JIbHOTO OTMEUanach pBOTa 0€3 MOBLILIEHHS TEMIIE-
parypst. [Ipu penTrenorpaduu rpymaHoil KIeTKH — BhIpaKESHHAs
KapauoMeranusi, mHeBMOHusI. [Tocne nepenéra 00IbHOTO s TO-
CIATAIM3aLUH B CTAOHAP COCTOSHHUE YXYIIIIOCH, TIOSBHIICS
reMHIapes clieBa B CBS3HM C HapyIIeHHEeM MO3TOBOTO KPOBOOOpa-
IeHus B 0acceliHe CPeHNX MO3TOBBIX apTepHil C ABYX CTOPOH.
ITpu OxoKI" BBIsABIEHA AMIaTalUs JEBLIX OTAEIOB cepaua. 3a-
CTOWHBIC SIBJICHUSI B MAJIOM KPyre KPOBOOOPAIIEHHUS TI0 TaHHBIM
penTrenorpaduu. B kpoBH BbISIBICH MOBBIIICHHBIN YPOBEHb JIaK-
tara. O0ciienoBan Ha yactele MyTanuu cuaapoma MELAS — e
obHapykeHbl. B Bo3pacte 2 net nipu DI ObLT BBISBICH OYar 3ITH-
JAenTUMOP(HON aKTUBHOCTH B JIEBOH JIOOHO-LIEHTPAILHO-TEMEH-
HO-BHCOYHOH oOnactu. B Bo3pacte 3 ner y 60s1bHOTO ObLIT IHarHo-
CTHPOBaH HepoTHUCCKNUIT CHHAPOM. B CBsI3M C J1aKTaT-arumao3om,
MOpaXXEHHEM CepJIa, MePEeHeCEHHBIM HHCYIIBTOM, He(hpoTHUe-
CKUM CHHJIPOMOM IPOBOHJICS TUATHOCTUUESCKHI TIOUCK dTHOIO-
rH4eckoro paxropa. beum uckiIroueHs! HH(EKIHOHHBIE, IMMYH-
HbIe 3200JICBaHMs, aMUHOALIUIOTIATHH, OPTaHNUECKHE ALy pHu
U 1e(eKTbl MUTOXOHPUAIBHOTO B-OKUCICHUS JIUIHIO0B. B B03-
pacte 7 net 60ibHOMY ObLIT MPOBEAEH CUKBEHC MUTOXOH IPUAIIb-
HOTO TeHoMa, oOHapykeHbl MyTanuu: B rene NC_012920.1 (MT-
NDI):c.9101T >C —4216T>C , Brene NC 012920.1 (MT-ND2):

c.488A>G — 4917A>G. [Ipu mOTHOIK30MHOM CEKBEHHPOBAHUN
— YCTaHOBJICH NaToreHHsli Bapuant ¢.661G>T B rene MSTO! B
TeTePO3UTOTHOM COCTOSIHUU C ayTOCOMHO-JAOMHUHAHTHBIM Haclie-
JIOBaHUEM. Y MaTepH ObLIH BBISBICHBI aHAJIOTHYHBIE MYTAlIUU C
HE3HAYMTEJIbHON TPaOeKyJIIPHOCTBIO JIEBOTO KEIyJ04Ka U y ce-
CTpPbI C HEKOMITAaKTHBIM MUOKapaoMm. Otern 310poB. Pe6éHoK Ha-
OxroraeTcs y KapIroJora ¢ AMarHo30M: KapANOMHUOIIATHs HeKIac-
cuuLIEpyeMasi, OBBIIEHHAs TPaOeKyISIPHOCTh MUOKapAa JEBOTO
XKETyH04Ka; y HEBPOJIOTa C MOCTUHCYIIBTHOM SMMICHICHEH U IBU-
ratelibHbIMU HapyLICHUSIMHU B BHJIE JIEBOCTOPOHHETrO IreMuIape-
3a, MOJy4aeT TeParuio, B TOM YHCIIe METa00INYECKYI0, PEKOMEH-
JIOBaHHYIO TP MUTOXOHJIPHAJIbHOM NATOJIOTUH, C MTOJIOKUTEIIb-
HOW JIMHAMMKOW 1O KIIMHUYECKON KapTHHE.

3axnouenue. IlpencraBneHHBI KITMHUYIECKUAHN CITydail HHTepe-
CCH pa3sHOO0pa3neM KIMHUYECKHUX MIPOSBICHUH MUTOXOHIPHAIb-
HOW MaTOJIOTMH B 1IEJIOM U B YaCTHOCTH, CBS3aHHBIX C MyTallUSIMH
B rene MSTO1 661G>1 B rerepo3uroTHOM BapHaHTe.

POCTOCTUMYIUPYIOLLAA TEPAMNUA
PEKOMBUHAHTHbIM FTOPMOHOM POCTA
OEBOYEK C CUHOPOMOM
LUEPELLEBCKOINO-TEPHEPA

MaHbinoBa A.P.

Hayu4HbIn pykoBoguTenb: npodeccop
E.B. XpamoBa, goueHT A.B. LLlanTapoBa

OrbOY BO «TtoMEHCKUI rOCyAapCTBEHHbBIA MEOULMHCKUN
yHuBepcuteT» Munsgpasa Poccun, TiomeHs, Poccus

Knouesnbie criosa: cuHOpom Lllepewesckozo—TepHepa;
pocmocmumynupyrowasi mepariusi; 20pMOH pocma; 0emckasi
9HOOKpUHOMo2usi; neduampusi

Axmyansnocms. PocTocTumynupyromas Tepanus IeBoYeK ¢
cunnpomom Hlepemesckoro—Tepuepa (CLLT) BbI3bIBaeT akTUB-
HBIIT HHTEpec y crienuanicToB. Teparust peKOMOWHAHTHBIM TOP-
MoHoM pocTa (pI'P) Obu1a 000peHa [U1s1 JICYSHUS] HU3KOPOCIOCTH
y neBouek ¢ CLUT u akTHBHO MpUMEHSIETCsI BO BCEM MHUpe, OJHa-
KO OTBET Ha TEparuio 3HaYUTEIbHO BapbupyeT. HeT pexomena-
LUl OTHOCHUTENILHO BO3pacTa MHUIMauuu tepanuu pI'P y 6oinb-
HbIx ¢ CIIT, nosToMy HEOOXOOUM aHAIU3 JUHAMHUKH POCTOBBIX
NoKaszareliei Bo BpeMsl pOCTOCTHMYIHPYIOIIESH Teparuy B 3aBU-
CHMOCTH OT CPOKOB €€ Hayaa.

Lenv: onpenenuts 3¢PeKTHBHOCT puMeHeHus pI'P y ne-
Bouek ¢ CHIT.

Mamepuanvt u memoosi. IIpoBeI€H pETPOCIIEKTUBHBIIN aHa-
nu3 ucropuit 6onesnn 17 nesouek ¢ CHIT. Beem manuenTtkam c
LETBI0 POCTOCTUMYINPYIOIIeH Tepanuiu Obu1 HazHaveH pI P B pac-
uyétHOM 03¢ 0,056 MI/KT B CYTKH €XKETHEBHO TTOJIKOYKHO BEUCPOM.
B kauectBe kputepreB d3PEKTUBHOCTH TEPAUU HCIIONb30BaIH
JIMHAMUKY CKOpocTH pocta u SDS pocra.

Pesynomamer. Cpeau 17 neBouek ¢ CHIT 6bu10 BBIsIBIEHO 7
(41,2%) GonbHBIX C MOIHOM yTpaToit X-xpomocomsl (45X0) u 10
(58,8%) manmeHToK ¢ MO3anuHBIM BapuaHToM. CpesHuil BO3pacT
MAIMeHTOK TP IMOCTAaHOBKE AMarHo3a coctaBwi 8,7 + 4,5 roxa,
BO3pacT crapra Tepanuu Bcer rpynmnsl 10 + 4 get. CkopocTsb po-
CTa JI0 cTapTa Tepariy B CPEJHEM PaBHSIACH 2,4 CM/TOJ, TIPH STOM
KOCTHBII BO3pacT HA MOMEHT Hayasla JICYEHHUs B CPEIHEM OTCTaBall
ot 6uonoruyeckoro Ha 4 roga. K kony 1-ro roga Tepanuu cpen-
HSISI CKOPOCTH pOCTa MAMEeHTOK yBennauiack ¢ 2,4 1o 3,5 cM B
rox (p = 0,04). Ha 2-m rofy jeueHusi cpeiHsisi CKOPOCTh POCTa B
o0rieit rpyrmme cocTaBuia 5,6 CM B TOJl, 4YTO TPEBBICHIIO CKOPOCTh
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pocTta no Hawana tepamnuu B 2 pasa (p = 0,02). [lo Hagana neue-
HUS cpe/iHuil okasaresnb SDS pocra B 0011eii rpymie 00JIbHBIX
coctaBui —2,69, uepe3 24 Mec NaHHBIN MMOKa3aTeab YBEIUUHII-
cs 1o —1,85 (p = 0,005), a pazHuIa MEXy KOCTHBIM M OMOJIOTH-
YECKHM BO3PAaCTOM COKpaTuiack a0 2 set. Takum obpasom, uiu-
TeNnbHas pocroctumynupyromas repanus pI'P y nesouex ¢ CLLIT
MI03BOJIAET YBEIUYNTh KOHEUHBIN POCT MAI[MEHTOK CBEpX I'eHETH-
YEeCKOro MOTeHIHaIa.

3axarouenue. Poctoctumynupytomias tepanust pI'P y neso-
yek ¢ CIIT B pacuérubix no3ax 0,056 MI/KT B CyTKH 3HAUUTEIIb-
HO yBEJIMYMBAET CKOPOCTh POCTA M YJIy4IIaeT POCTOBBIE MOKa3a-
Tenu. Pannmii cTapt nedenus Huzkopocnocty pI'P oka3siBaeT 3Ha-
qUMBIH 9P dEKT U CIIOCOOCTBYET YBEIMUSHHUIO KOHEYHOTO POCTa
OOJIBHBIX CBEPX I'€HETHYECKOTO MOTEHIIHAA.

OCOBEHHOCTWU HEOHATAIIbHOI'O NMEPUOOA
OETEN, 3AYATbIX ECTECTBEHHbIM MYTEM

1 C NMOMOLLBbIO BCMTOMOTATEJIbHbIX
PENPOOYKTUBHbIX TEXHOIOMMA

MeHwmkoBa A.A., 3apy6uHa A.A.
Hay4yHbin pykoBoguTtenb: C.P. KocuHoBa

OIrBOY BO «TtoMEHCKUIM rOCyAapCTBEHHbIV MEOULNHCKUN
yHuBepcuteT», MuHsgpasa Poccuu, TromeHb, MockBa

Krtouesbie crioga: HO80POXKOEHHbIE;, HEOOHOWEHHbIE;
0emu; becrninodue; ecrioMo2amersibHble PernpoOyKMUEHbIE
MmexHo102uu; HeoHamarsbHbIU rnepuod

Axmyanvrocms. BenomorarenbHble PENPOIYKTUBHBIE TEX-
Hosnoruu (BPT) sBnsiroTCs COBpEeMEHHBIM METOJIOM JieueHuUs1 Oec-
IUIOZUSL, YTO IPUBENIO K POCTY YMCIIA €T, 3a4aThIX ¢ IIOMOLIBIO
JaHHBIX MeToAUK. OJHaKO BCE elE HEsICHO, €CTh JIU Pa3jInyusl B
[I0KA3aTeNsX 30pOBbs JETell, 3a4aThIX €CTECTBEHHBIM ITyTEM U C
nomotipio BPT, Ha (hoHE MX yCOBEPIICHCTBOBAHMSL.

Lenw: onpenenuth 0COOCHHOCTH (PU3MUECKOTO PA3BUTHSI U
TEUEHMs HEOHATaJbHOTO IEePHOJa y HOBOPOXKIEHHBIX, 3a4aThIX
€CTECTBEHHBIM IyTEM U ¢ IOMOLIbIO MeTouK BPT, u BbIABUTD y
HUX YacTOTY MAaTOJIOTHYECKUX COCTOSIHUH U BPOXKIAEHHBIX TIOPO-
KOB Pa3BUTHSI.

Mamepuanst u memoosi. [IpoBen€H aHaM3 METUITMHCKOMN 10~
kymeHTanun 1156 merelt, 3a4aThIX €CTECTBEHHBIM ITyTEM U C TIO-
morsio BPT, B mepuon ¢ 2019 mo 2023 r. BkimtounTensHo. Bee ne-
TH OBUTH paclpezesieHbl Ha 2 rpynmnsl 1o 578 yenosek: 1-s1 — ne-
TH, 3a4artbie ¢ momoubio BPT; 2-1 — eTH, cocTaBuBILUE TPYIITY
KOHTPOJISl, 3a4aThle €CTECTBEHHBIM ITyTEM.

Pesynomamul. YCTaHOBIEHO, YTO CPOKH TecTaluu B 1-i u
2-# rpynmax — 38,61 £ 1,9 u 38,51 + 2,25 Hen coOTBETCTBEH-
HO — CYIIECTBEHHO HE pa3nuyainuch. YUCI0 HEJOHOICHHBIX Je-
teit B 1-i rpynmne cocraBuio 5,3% (n = 31), Bo 2-ii — 9,16% (n
=53). Cpennue noka3areid Macchl ¥ AJIMHBI TEIA IPH POKICHUU
y peteit 1-# rpynnsl Obutu paBHbl 3212,25 + 595,37 r u 51,68 +
3,38 cwm, y aereit 2-# rpymel — 3179,36 + 689,82 u 51,42 + 3,84
COOTBETCTBEHHO. Y HEIOHOIIEHHBIX JAeTel 1-ii rpymimbl oTMeda-
JIUCh UIIEMUUYECKUE U3MEHEHNUs ToJ0BHOro Mo3ra B 83,87% ciy-
qaeB (n = 26), pecIupaTopHbIi TucTpecc-CHHAPoM — B 9,67%
(n = 3), anemus HeJOHOUIEHHBIX — B 32,25% (n = 10), 6ponxo-
nérounas qucruiaszust — B 6,45% (n = 2). Y HeIOHOIICHHBIX JleTel
2-# TPpYIIIBI NIIEMUYECKHE N3MEHEHNSI TOJIOBHOTO MO3Ta BBISIBIIS-
ek B 66,03% (n = 35) cirydaeB, peciupaTtopHBIi AUCTPeCcC-CHH-
npoM — B 54,71% (n = 29), anemust HeTOHOIEHHBIX — B 43,39%
(n = 23), 6ponxonéroynas aucruiazus — B 13,20% (n = 7). Paz-

TUYHAS MEXAy TpyraMu 3HaunMEl (p < 0,05) mo psiay 3abomneBa-
Hui. Yactora BpOXKAEHHBIX TOPOKOB CEP/La Y AeTeH 1-1 TPyIIIBI
cocraBuna 8,8% (n =31) uy mereit 2-it rpynmst 12,97% (n = 75)
cyuiecTBeHHO pasznuyanach (p < 0,05). YactoTra BpoXKAEHHBIX T10-
POKOB Pa3BUTUsI MOYEHIOJIOBOM cucTeMsl y feteil 1-if u 2-if rpynn
cocraBuna 4,32% (n = 25) u 4,84% (n = 28) u CylecTBEeHHO HE
paznmuanace (p > 0,05).

3axnrouenue. Jletn, 3agareie ¢ momorpio BPT, nMeror 3Haun-
MbI€ Pa3IMuus 110 CPABHEHUIO C IeTbMHU IpyIbl KOHTpos. [Ipu
9TOM YacTOTa BO3HUKHOBEHHS PECIUPATOPHOTO JAMCTPECC-CHUH-
JpOMa, aHEMHUHU HEJIOHOIIEHHBIX ¥ BPOXKIAEHHBIX TOPOKOB Cep/La
MEHBIIE y eTel, 3a4aThixX ¢ nomomso BPT.

HOBbIX NoAxoa B NEYEHUU NEPBUYHON
APTEPUATIbHOW TMNEPTEH3UN Y OETEN

MupoHoBa A.E.
HayuHbI pykoBoguTtenb: goueHT K0.B. HaymeHko

OrbOY BO «[doHeLkuin rocyqapCTBEHHbIN MEAULMHCKUN
yHuBepcuteT umenun M. Fopbkoro» MuHsgpasa Poccuu,
LoHeuk, Poccus

Kntouesnie criosa: demu; eumamuH D; apmepuarnbHas
auriepmeH3us,; Ka4ecmeo XXU3HU

Axmyanvrocms. B mocienHue Top! KITMHAYECKUE HCITBITAHMS
MIOKa3aJIM, 9TO BUTAMHUH D HIrpaeT peryaupyromtyio poib B HHTH-
OMpPOBaHUM AaKTUBHOCTH PEHUH-aHTHOTEH3HH-aJIbJI0CTEPOHOBON
cucTeMbl. B cBs31 ¢ TeCHOI Koppemsuuei Mexay BUTaMUHOM D
U aprepuasibHOU runeprensuerd (Al) Tepanust 106aBKaMu BUTa-
MuHa D MOXeT cTaTh HOBBIM IOIXOOM K JeueHuto Al

L]env: ymydrneHne KadecTBa KU3HU AeTel ¢ nmepBudHond Al
ITyTEM COBEPILICHCTBOBAHMS JIYeOHO-PEaOMINTAIMOHHBIX MEPO-
HPHUATHH € TOMOIBIO BKIFOYEHHS B TEPANUIO XOJIeKaIbldepona.

Mamepuanst u memoowt. O6cne0BaHO 68 MOAPOCTKOB C TIEp-
BUYHOI J1aOmibHOM AT, KoTOpble ObLIN MOpPA3AEIEHbI HA IPYII-
Iy Bo3gelicTBusl (43 manueHTa) U Ipyniy cpaBHeHus (25 60ib-
HbIX). KoHTponbHyI0 rpymnmy coctaBuwim 42 YCIOBHO 30POBBIX
ceepctHuka. Onpenenenue yposHs 25(OH)D B cbIBOpOTKE KpOBU
OCYIIECTBIIUIN € TOMOIIBIO IMMYHO(EpPMEHTHOTO aHanu3a. Kom-
IUIEKCHYIO OLICHKY KadecTBa xu3HH (KXK) nereii ¢ nepsuyHoii a-
6unbHON Al IPOBOAMIIN € TIOMOLIBIO OIMPOCHUKA.

Pesynemamul. YCTaHOBJIEHbI 3HAYUMBIE PA3IAUMs CONEPAHKAHUSL
KaJIBIAINOJIA B CBIBOPOTKE KPOBH Y MOAPOCTKOB OCHOBHOMW M KOH-
TponbHOU Tpym: nedumut 25(OH)D — 38,2+ 59 u 7,1 £4,0%
cootBeTcTBeHHO (p < 0,001). V Bcex nereit 0CHOBHOM IpyIIbI Ha-
0J11071a710Ch MOBBILIEHUE apTepHalbHOro AaBiaeHus. [Ipu ouenke
KX nereit ¢ nepsuunoii AI' o6HapysxeHo, uto y 31 (45,6 + 6,0%)
noapoctka nokaszarenb KK cocrasun 31-66% (yMepeHHO CHU-
sxenHoe KOK) ny 18 (26,5 = 5,4%) BbIABICHO 3HAYUTEIBHOE CHU-
xenne KOK. YeraHoBeHHbIE 3aKOHOMEPHOCTH SIBUITUCH OCHOBAaHH-
€M JJIsI BKITIOUEHHS XolleKaIbLudepona B KoMIuieke gedeHust Al
Ipenapat nasnauanu o 1500 ME/cyT B Teuenue 3 mec, npu co-
XpaHEHUU HU3KUX MOKa3aTeNell KaabLuauoa 103y BUTaMuHa D
yBerruuBany 10 2000 ME/cyT B Teuenue e 3 mec. 3Haqumast
HOpMAaJTU3anus YPOBHS KaJbIUANONA B CBIBOPOTKE KPOBHU Uepe3
6 Mec OT Havaja JIeueHus HaOmonanach y BceX MalueHTOB IPyI-
TIBI BO3JICHCTBYS, B TO BpeMs Kak B rpyrmie cpaBHeHus —y 28,0 +
9,0% nereit (p < 0,001). Yyumenne KX nabmonanocs y 95% ne-
TEH TPpyNIbl BO3IEHCTBYS, YTO ObLIO 3HAYMMO Yallle, YEM B IPYII-
e cpaBHeHust, — 56% nerell. [loBblieHrEe apTepUaIbLHOIO 1aB-
JIeHUs Yalie Habroaanoch y 68% NalueHToB rPyIbl CPAaBHEHHUS.
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3axnouenue. BrimodeHne xonekanbuupepoia B KOMILIEKC-
HYIO Tepanuio jedeHus neppuuHoi AT mokazano cBoro 3¢ dek-
TuBHOCTS, ynyumus KXK y 95,3% noapocTkoB 1 HOpManu3oBaB
apTepUaIbHOE JaBJICHUE Y BCEX MALUEHTOB.

k %k ok

KIMMHUKO-NABOPATOPHASA KAPTUHA OEBIOTA
CUCTEMHOW KPACHOW BOJTYAHKWU Y OETEN

Mouanosa A.[l., BonpgapeHko E.A.
HayuHbi pykoBogutens: P.K. Payno

®IrbOY BO «CaHkT-INeTepOyprckuii rocynapCTBEHHbIN
negnaTpuyecknii MeaMLMHCKUA yHuBepcuTeT» MuHsgpasa
Poccuu, CaHkT-Tetepbypr, Poccus

Knrouesnie crioga: demu; cucmemMHasi KpacHasi 80/14aHKa;
Xxapakmepucmuka debroma

Axmyanvrnocms. CucteMHast KpacHast Borganka (CKB) — re-
TEPOreHHOE, ayTOMMMYHHOE 3a00J1€BaHUE, KOTOPOE XapaKTepu3y-
eTcsl MOPAKEHUEM MHOTHX OPTraHOB M CUCTEM U HETIPe/ICKa3yeMbIM
TedeHHeM. [{JTHTeTbHOCTh MOCTAHOBKY IMarH03a, THKECTh €ro Te-
YeHUsI, BEIOOP TAKTHKH JICYSHUS] — BEAyIIUe (aKkTOpPbI, BIUSIO-
[IMe HA UCXO[ 3a00JICBAHMSL.

L]ens: onpenenuTs KIMHUKO-Ta00paTOPHYIO XapaKTepUCTHU-
Ky nebtora CKB y nereil.

Mamepuanst u memoosi. [TpoBei€H peTpOCIIEKTUBHBIN aHa-
3 158 kapt cranmoHapHbIX 60mbHEIX (134 (86%) neBouku u 24
(14%) manpauka) ¢ quaraozom CKB, KOTOpsIM Ha MOMEHT I10-
CTaHOBKH Juarto3a 0buto g0 17 ner. [lanueHTsl mpoxXoaniu Jie-
YEHHUE WIIK TTOJTy4Yalii KOHCYJIBTAIlMK B KITMHUKE B TedeHue 18 et
(c 01.06.2005 1o 06.10.2023). TIpoaHan3MpOBaHbl KIMHUKO-JIa-
OoparopHsie niokazarenu aebtora CKB, aktuBHOCTH 3a00J€Ba-
Hus onpeaessiu o mwkane SLEDAI 2K, xoropast cocrout u3 24
rapamMeTpoB.

Pesynomamur. Cpenunii Bo3pact nedrora CKB y ob6cneno-
BaHHBIX 00JbHBIX — 12,4 + 2,6 Tona. B cpegHem nuarHos ycra-
HaBMBajcs yepes 8,2 + 8,6 Mec OT Hauaja KIMHUYECKUX TPO-
SIBIIGHUH, JledyeHrne HazHadaaoch yepes 10,1 + 8,2 mec. CambiMu
YacThIMU KJIMHUYECKUMHE TposiBiIeHusIMH B 1e0rote CKB Obin
MOpaKeHNEe KOXKH M CIM3HCTHIX o0omouek — 82,3% (n = 130),
cycraBHOM cunapom — 73,4% (n = 116), nuxopanka — 57,6%
(n=91). Ipyrue nopaxeHus: IICHTPAIbHON HEPBHOW CHCTEMBI
—y 62 (39,2%), muokapautr — y 17 (10,8%), nopaxxenus ria3
—y 15 (8,6%). I'enaromeranus Oblna obHapyxkeHa y 36 (22,8%)
MaIUeHToB, cruieHoMeranus —y 35 (22,4%). Cpenu cepo3uToB
9acTO BCTPEYAIHCH NepUKapauT — y 26 (16,5%) u mieBput —y
18 (11,4%). Jlronyc-nedpur 0611 quarnoctuposad y 50 (31,6%)
nanueHToB. Cpeau reMaToJ0oTHYecKUX HapyIIeHUH CaMbIM ya-
cThIM Obu1a aHemust — y 97 (61,4%). TpomOoLUTONIEHHS OTME-
yanacek y 61 (38,6%) nanuenra, a sneiikonenus —y 62 (39,2%).
BonbmnHCTBO OONBHBIX OBLIH MO3UTHUBHEI K aHTHHYKIIEAPHOMY
dbaxTopy (86,1%; n = 136). B 102 (64,6%) ciryuaeB oOHapyKeH
noBbIeHHBIH TUTp antuten k JIHK, anTutena x xapauonununy
y 32 (20,3%). I'mnokomruiemMenTemust BoisiBieHa y 51 (32,3%).
IIpu onieHke ypoBHSI aKTUBHOCTH M TEUEHUS I1aTOJIOTHYECKOTO
npouecca 1o mkaite SLEDAI 2K cpennee 3HaueHne COCTaBUIO
16,6 + 7,9 6amia, 9TO0 COOTBETCTBYET BHICOKOH CTEIICHU aKTHB-
HOCTH 3a00J1eBaHUs.

3aknoyenue. Hannune mopaxeHU KOXXKH, CyCTaBOB, JIH-
XOpaJIKh B COBOKYITHOCTH C IeMaTOJIOTUYECKUMHU HapyIlICHUS-
MU (aHeMHs, JCHKOTICHHs) Yy AEBOYEK ITOAPOCTKOBOTO BO3pacTa
JIOJDKHO HacTopaxkusaTh B oTHoleHnu CKB. bBonbmmHceTBo Ne-

Teil UMEIOT BBICOKYIO CTENEHh aKTHBHOCTH 3a00JIEBaHUs Ha MO-
MEHT 1e0r10Ta.

CUHOPOM MELAS Y PEBEHKA OECATU NET

MyneHkoBa A.B.

HayuyHble pykoBoauTenu: npodeccop
N. CmupHoBa, npocpeccop A.A. KopcyHckumn

OIrAOY BO «[epBbit MockoBckuii rocyaapCTBEHHbIN
MeauLMHCKUA yHuBepcuteT nmeHn .M. CeueHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepcuTeT), Mocksa,
Poccus

Knouesble crioga: demu; MumoxoHApuasibHble 60e3HU;
cuHOpom MELAS; kuwedyHasi UHgheKuusi; uemuyeckull
UHCYribm

Axmyanvnocmo. Cunpom MELAS (MUTOXOHIpUAIbHAS 9H-
1e(haTOMHOMIATHS C JIAKTAT-alHI030M U HHCYIIBTONONO0OHBIMH TIPHU-
CTYIIaMH) OTHOCHUTCS K PEAKUM MUTOXOHIPHAIBEHBIM OOJIE3HSIM C
BBIPAKEHHBIMU KJIMHUYECKUMU M TeHETHUECKUMH OCOOCHHOCTSI-
mu. CaMoii pacripocTpaHéHHOI siBisieTcst MyTaius B rene MT-TL1.
Yacrora BcTpeyaemoctu cocrasiset 1 : 15 000. XapakrepHo paH-
Hee HavaJIo M IPOrpeIMeHTHOE TedeHHe. Bexymumu HeBpooru-
YEeCKUMH CUMITTOMAMH SIBIISIFOTCS. HEIEPEHOCHMOCTD (PH3UUECKHX
Harpy3oK, MbIIIeuHast clab0CTh, CHIKEHHE MBIIIEYHOTO TOHYCA,
CYIOPOTH, MOPKEUKOBBIH CHHAPOM. 3HAUMMBIMHU aToMOPQOIIo-
TMYECKUMH [IPU3HAKAMU CHHJPOMA IIPpU OHMOICHU MBI 0OJIb-
HBIX SIBIISIOTCSI aHOMAJIBHbBIE CKOIICHHS] MUTOXOH/IPHI U pBaHbIC
KpacHBIC BOJIOKHA.

Onucanue xkaunuyecxozo cayuas. Ilanuent C. B Bozpacrte
10 met moctynuna B otaeneHue ncuxonesponorun HMUL] 3m0-
POBBSI JICTEH C Kall00aMH Ha MBILICUHYIO CJIa00CTh, HapyIlIe-
HUs 3pCHUS, TaPOKCU3MBbI TOHUYCCKOI'O HANIPS)KCHUS, CHUKE-
HUE NaMATU, HU3KYI0 Maccy Tena. Pe6éHok ot 1-ii Oepemen-
HOCTH C YIpO30i NpepBIBaHUS, OT NPEkKAEBPEMEHHBIX POJOB
(32-1 Henens) myTéM kecapeBa cedenus. [lpu poxaeHnn macca
tena 1500 1, nnmuna Tena 47 cm. BekapMminnBaHue HCKyCCTBEH-
HOe ¢ poxJeHus. B Bo3pacte 5 Mec peGEHKY ObLTa MpoBeaAcHA
IJTIaCTUKA 1e()EKTOB MEXOKETYI0UKOBON U MEXIIPEACEpIHOI e-
peropogok. AHaMHe3 Oosie3HU: O0JIEH ¢ POXKICHUS, 3aJepxKKa
MOTOPHOTO H (pU3UUECcKOro pa3BuTHsA. COCTOSAT Ha yuéTe y He-
BPOJIOTa C IEPUHATAIBHBIM UIIEMHYECKH-THITOKCUIECKIM I10-
pa’keHneM TOJIOBHOTO Mo3ra. B oTnenennn y 007I5HOTO BBISBIIE-
Ha XapakTepHas i cuHapoma myTtanuus rena M7-TL1, mocTtas-
JIeH Ha AucnaHcepHblil yuér ¢ aquarnozom: Cunnpom MELAS.
Haznauens! 6a3ucHasi IPOTUBOCYAOPOXKHAS Tepanusi, MeTado-
ndeckue npenaparsl. Ha 13-if nens rocniuranu3anuu y 60ib-
HOTO TOSIBUIMCH PBOTA, )KUIKUH CTYIN, THLIEPTEPMUS, B CBSI3H
¢ yem ObUT 0hopMIIeH TepeBO] B HHPEKIIHOHHOE OT/CIICHHE
JI'KB Ne 9 um. I''H. Cniepanckoro. Ha ¢oHe pa3BuBIieiics Ku-
IeYHON MHGpeKIuN y peOEHKaA MOSBIINCH JKaT00bl Ha TOJIOB-
Hy10 001b 1 HapyleHus 3penus. [Ipu KoMIbIOTEpHOH TOMOTpa-
(UM TOOBHOTO MO3Ta BBISIBICHBI 3HAYMMbIC NPU3HAKH HIIIC-
MHUYECKUX U3MEHEHHH B KOPTHKO-CYOKOPTHKAIBHBIX OTAENaxX
3aTBhUIOYHOM J10JIM TOJIOBHOIO Mo3ra. B xpoBu — nakraranu-
1103. PeOEHOK AKCTPEHHO MepeBeIEH B MPOQHUIBHOE OT/ACICHUE
JJI JICHCHUSA NIIEMUYCCKOI'0O MHCYJIbTA.

3aknouenue. Y NpeacTaBICHHOTO OOIBHOIO UIIEMUYECKUI
MHCYJIBT HHAYIUPOBAaH OCTPOH KUIeYHOW HH(peKIued Ha Gone
MIPOBOJMMOH TEpAITUH, YTO YKa3bIBaET HAa MPOIPECCUPYIONIEe Te-
yenue cunapoma MELAS. D10 He0OXOIUMO YUHTHIBATH MTPHU OTIPE-
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JleNIeHUH 00bEMa JiedeHNs ¥ TPOPHUIAKTHKY HIIEMUIECKUX Hapy-
mennit y nereit c MELAS-cuaapomom.

OCJIOXXHEHUA MNOCNEONEPALUMOHHOIO
NEPUOLOA BOJNIE3HU TMPLLUMPYHIA

MypagnoBa H. Hamur Kbi3bl

HayuHble pykoBoauTenu: npodeccop
A.U. AMuHoBa, goueHT B.0. MauykaToBa

OrAQY BO «[epBbIi MockoBCKkuii rocygapCTBEHHbIN
MeOVUUHCKUIA yHuBepcuTeT nmenn .M. CeuyeHoBa»
MwuH3gpaBa Poccum (CeueHoBckuii yHuBepeuTeT), Mockea,
Poccus

Knouesnie criosa: demu; 6onesHb [upwnpyHaa;
rocrneonepayuoHHOE fieYeHUE; OCITOXKHEHUS

Axmyanvrocms. bone3ns ['mpunpynra (bI'; cuHoHuM: araH-
IJIN03) — aHOMAJIMS PA3BUTHS TOJICTOI KHUIIKU BPOXKIEHHON 3THO-
JIOTUH, IPUBOJIAILAS K HAPYIICHUIO MHHEPBAMU (hparMeHTa KUII-
KU (BpOXKIEHHBIN araHIyIno3), KOTOpasi NPOSBISETCS YHOPHBIMU 3a-
nopaMu. Y HOBOPOXKIAEHHBIX KIMHUYEcKast kaptuHa bl cBs3ana
C IPOTSDKEHHOCTBIO M BEICOTOM PACTIONOKEHUS (110 OTHOIICHHIO
K aHAJIbHOMY OTBEPCTHIO) 30HbI araHmno3a. Yem npoTskEHHee
30Ha araHINIM03a U 4YeM BBIIIE OHA PACIOIOKEHA, TEM OCTpee U
sipue nposiBidtorea cumnromsl BIL BI' nposBisercs 1 pa3 Ha
5000 pokaeHuil 1 ©MeeT o01Iee My»)ckoe npeodnananue 4 : 1.

L]env: onpenenuTh XapaKkTep MOCIEONEePAMOHHBIX OCI0KHE-
HUH Tociie xupyprudeckoro neuenus bI' y nereil.

Mamepuansl u memooul. buno npoananuzupoBano 164 BbI-
ITUCKH U3 UCTOpUi OonesHei nanuenToB ¢ bI' (117 ManbunkoB u
47 neBodYeK).

Pezynbmamul. Panaue 0cI0KHEHUS 1TOCIIE ONIEPATUBHOTO Jie-
gyenust bI' Habmonanucek B 46% ciydaeB: ['upmmpyHr-accounm-
poBannblil sTepoKoUT (HAEC) — 25% cnyvaes; aranrmmos —
58%; HapyueHus QYHKLIHMOHUPOBAHMS UICOCTOMBI B IIOCIIEONEpa-
LUOHHBIN iepuoa — 9%; Hanu4re NOBTOPHBIX Onepaluii mocie 1
olepalyy IPU PAHHUX OCIOXKHEHUAX — 36%. Cpeay no3aHUX oc-
JIO)KHEHUSI BBISIBIICHBI: TUC(HYHKINS CTOMBI — 6% CITy4aeB; CBU-
mieBble X0l — 22,7%; BocriasieHne (KOJUTBI, apampOKTHTHI) —
5%; axanasusi BHyTPEHHETO aHaJIbHOTO chuHKTEepa — 6,7%); cTe-
HO3 aHacToMOo3a — 8%); araHnno3 ocraroyHblii — 31%; 3anopsl,
orcyTcTBUe cTyna — 17%; Henepxanue kana — 14% ciyudaes.
Cpenu ornanéHHbIx ocnoxkHeHuil ormeuensl: HAEC — 23% cay-
YaeB; HAJIMYUE KaIoMa3aHus/SHKoIpe3 — 25,5%; HaIndue CBHIIe-
BBIX X00B — 10%; HaJIW4IHe MPOKTHTOB/TIAPAPOKTHTOB U JIPY-
TUX THOMHBIX 3aTEKOB — 5,7%.

3axnouenue. BI” sBnsteTcs TAKENON BPOXKIEHHON ATONOTHEH,
OJIHAKO MALUEHThl MOT'YT U3/I€UMBATHCS U MOJIEPIKUBATh XOPOIIEe
KaueCTBO JKH3HU C IOMOILBIO XUPYPrUUECKOro JICUEHUs], T. K. OHO
HMEET XOPOILINE Pe3yIbTaThl, XOTSI UMEETCsl PHCK pa3BUTH IIOCIIE-
OTIEPALIMOHHBIX OCIIOKHEHUH.

OT ATOMUYECKOIo AEPMATUTA
0O BPOHXMAIIbHOU ACTMblI

Oran T.A., JlebeneB A.W.

HayuHble pykoBoguTtenu: npoceccop
N. CMmupHoBa, npocpeccop A.A. KopcyHckumn

®IAQY BO «[MepBbit MOCKOBCKMI rOCyAapCTBEHHbIN
MeauUUHCKuiA yHusepceuteT nmeHn .M. CeveHoBa»
MwuH3anpaBa Poccun (CeyeHoBckuin yHuBepcuTeT), Mockea,
Poccus

Knroyesnie criosa: KnuHuUYeckul cryqal; demu; amonu4yeckul
depmamum; 6poHxuasnibHass acmma; duagHOCMUKa, fle4eHue

Axmyanvnocms. Atonmaecknii nepmatut (At/l) sBisiercs ca-
MBIM YaCTBIM U PAHHUM HPOSBICHUEM aJUICPIUU Y AETeH.

Onucanue knuHuyeckoeo ciyyas. JleBouka, 10 mec, pe6EHOK
or 1-it GepeMeHHOCTH, MpOTeKaBIeil Ha (oHe TOKCHKO3a B 1-i
MOJIOBUHE M XJIaMHIM03a — BO 2-i. Poabl nmarojoruyeckue Ha
39-it wenene. Ilpu poxxnenun macca tena 2720 1, mmHa Tena 48
CM, OIICHKa IO miKajte Anrap 8/9 6auros. HaciencTtBeHHOCTD OTsI-
romena — y otma At/l. Y neBouku B Bo3pacTe 2 Mec moce Tme-
peBoOJla Ha UCKYCCTBEHHOE BCKapMJIMBAHUE BBISBIICHBI NIEPBbIE
nposienennst At/l. Jleuenue 6e3 apdexra. B Bozpacre 3 mec nosi-
BUJINCh MUKPOBE3UKYJIbI, MOKHYThE, Ha KOXKE TYJOBHUIIIA U KOHEY-
HOCTEH pacnpocTpaHEHHAs CBIIb, 3y[, CIeAbl pacuécoB. Jleuenue
aJJIeproJiora ¢ He3HAYUTEIIbHBIM YIIyUIIEHUEM. YXYALICHHUE T10-
ciie anTuonoTHKoTepanuy. [ocnmranu3nposaHa B JIeTCKyIO KITH-
Huueckyro OonbHuIy Ne 9 um. I'H. Cnepanckoro. IIpu ocmotpe
Ha KOXKE JIMIA, TYJOBHILA, KOHEYHOCTEH MATHUCTO-TANYNE3HAs
CBITb HA PUTEMATO3HOM (DOHE, MUKPOBE3UKYJIbI, MOKHYThE, pac-
4EChI, CyXOCTb KOKU U LICNyILIEHHE, 3y/l. B KpoBHM ypoBeHb 001110
IgE — 200 ME/mun, cniennpuueckue IgE — kopoBbe MoIIOKO +3,
KO3b€ MOJIOKO +2, KypHHOE SUII0 +3, MEepCTh KOMIKH +3, KIIel J10-
MarrHe# e +2. [loctapnen auarno3: At/l, MiaajaeHueckas cra-
JIHsL, KCCyaTUBHAsE opMa, THKEIOE TeUeHHUE, TUIIEBast, SIUIep-
MaJibHas1, OBITOBAS aJJIeprus, HapylIeHHe MUKPOOHOThI KUILICYHHU -
ka. Haznadgeno neuenne: cmech «Heokeitr LCPy, «lletupuzuny,
«JIunekc misa nereii», BaHHBI ¢ reneM CuZn, Kpembl «DIOKOMY,
«Onuaeny, «Aronepmy». Beinucana noja HaOMrOCHKUE TTeHaTpa
U aJuIeprojiora ¢ peKOMEHJalUsAMU: CTPOras IUMHHALMOHHAS
JIMeTa, TUTI0AJICPTeHHBIH peXnM, BaHHbI ¢ TeneM CuZn, nura-
TEeJBHBIN KpeM «AToznepm». PekoMeH1aluu BBITIONIHSAINCH HE B
MIOJTHOM 00BbEME: JIoMa KOJUICKTOPBI IbUIH, KOIIIKA, HAPYIICHUS 11~
eTbl. Y 00JbHOI B Bo3pacTe 2 jieT 6 Mec Ha JOHE OCTPOU pecITH-
paTopHOii BUPYCHOM MH(EKIMK pa3BUIICS TIEPBBII IPUCTYT OPOH-
XHUaJIbHOM acTMBI. B cTannonape npoBeaeHo aaeproiornyeckoe
obcnenoBanue: ypoeHs odiero IgE — 400 ME/mu, cniennguue-
ckue IgE — kopoBbe MOJIOKO 12, KypHHOE sIi10 +2, IblIbLa Oe-
pes3bl +3, JeMmuHbI +2, HepCcTh KOWKHU +4, KIIel] JOMAIIHEH b
+3. YuursiBas nposiBnenus At/l ¢ 2 mMec, HacIeCTBEHHYIO OTS-
TOIIEHHOCTD, TaHHBIE 00CIIEIOBAHUS, IOCTABIICH IUAarHo3: OpOH-
XHUaJbHas aCTMa, IPUCTYIHBIN niepron, AT/l, pemuccusi, moauBa-
JICHTHAs aJNIePrHs.

3akarouenue. TlpencTaBaeHHbIN cy4ail JTeMOHCTPUPYET B3a-
HMMOCBSI3b aTONMYECKUX 3a00J1€BaHuUil C HACIIEACTBEHHOM Tpepac-
TIOJIOKEHHOCTBIO. J[J1s1 CHY)KeHUsI pricka 000CTpeHMT He0OX0TUMO
CTPOTOTO COOTIOAATH IMUMHHALNOHHBIE MEPOTIPHATHS U KOHTPO-
JMPOBATh BIUSHHE (PAKTOPOB OKPY’KarOLIeH Cpembl.

k 3k sk



Russian pediatric journal (Russian journal). 2024; 27(Supplement 2)

https://elibrary.ru/ipbzew

https://doi.org/10.46563/1560-9561-2024-27-S2 19

V ALL-RUSSIAN PEDIATRIC FORUM OF STUDENTS AND YOUNG SCIENTISTS «VIRTUOSO OF PEDIATRICS»

MOX>XHO N NALUMEHTAM C CAXAPHbIM
AOWABETOM NPUHUMATb CUPOIbI
anAa neMEHUA OPBU?

OraHucsH T.A.
HayuHbi pykoBoguTens: goueHT A.B. Butebekan

®IAQY BO «[MepBbit MOCKOBCKUI rOCyAapCTBEHHbIN
MeauuUHCKuiA yHusepceuteT nmeHn N.M. CeveHoBa»
MwuH3anpaBa Poccun (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus

Kritouesble crioga: demu; efitokoMemp,; MoOYHOCMb,
UHMepgepeHyus; cuporn

Axmyanvrnocms. BeIOOp JTeKapCTBEHHBIX NPENapaToB s
JIe4eHNs] HHTEPKYPPEHTHBIX 3a00IeBaHUi IPH caxapHOM auade-
TE OTPAaHMYCH: CaXxapocCoAepKaIINe JEKapCTBa MOBBIIAIOT TIIH-
KEMHIO (HEOOXOJMMBI JICHCTBUS 110 €€ CHUKEHHIO), & HEKOTOPhIC
«0e3 caxapay MOTYT CO/IepKaTh BEIECTBa, JIOKHO PaclOo3HaBae-
MBI€ DIIFOKOMETPOM BMECTO TJIFOKO3bI (OIIMOKA B ONPE/IeTICHIHN [JIH-
KeMHUH = OIIMOOYHbIe eHCTBHS MaleHTa). s ImoKkoMeTpoB 10-
Ka3aHO OTCyTCTBUE HHTepdepeHIy noynpodeHa 1 napareramo-
713, HO He U3y4YeHbI OPOHXOIUTUKH U BCIIOMOTaTE/IbHBIC BELIECTBA.

Lenv: onpenenuTsb, KaK CUPOIbI aHTUIIUPETUKOB U OPOHXO-
JIMTUKOB BIUSIOT HA TOYHOCTH PabOTHI INIFOKOMETpa.

Mamepuanvt u memoouwl. I'moxometp «Kontyp Ilnroc Vany,
TECT-TIOJIOCKH U KOHTpoibHBIE pacTBopsl (KP) «L» u «H» (xon-
neHTpaius rrokossl 2,0-2,7 u 18,0-23,4 MMomb/i) K Hemy; 00-
Ppasiibl CUPOIIOB aHTUITUPETUKOB 0e3 caxapa uoynpodeH, HypopeH
W caxapocoJeprKallnii mapaneTaMmoll; pacTBOPOB U CUPOIIOB «0e3
caxapa» OpOHXOJUTHKOB OpPOMI€KCHH M Jla30J1BaH. Bee cuporsl,
KpoMe OpoMreKcrHa, Coieprkar IIIUIEepo.

Pezynomamupr. CmemmBanne KP ¢ cuponaMy aHTHITHPETHKOB
TIPUBOJIUIIO K 3aBBIIICHHIO pe3ynbrara (Me (min—max)) He3aBu-
CHUMO OT HaJIM4Msl caxapo3bl B cupore: noynpopen — 3.4 (2,9—
3,7)n 27,3 (25,1-28,8) mmons/i; Hypopen — 3,2 (3,1-3,3) u 26,4
(25,3-26,6) mmonb/i1; mapaneramon — 5,5 (4,1-8,5) u 25,6 (24,9—
26,8) mmoms/n st KP «Ly n «H» cooTBeTcTBeHHO.

CwmemmBanne KP ¢ pacTBOpoM u cporioM OpoMreKkcHHa Impu-
BOJMJIO K OJMHAKOBOMY IOTPAaHHYHOMY 3aBBILICHUIO PE3yJbTa-
ta: pactBop — 2,7 (2,7-2,8) u 23,2 (22,7-23,8) Mmmounb/11; cH-
porn — 2,7 (2,6-2,8) u 23,2 (23,0-23,4) Mmmoub/n (BeposTHA MH-
tepdepeHnns OPOMIeKCHHa, a He BCIIOMOTaTeNIbHbIX BEIECTB).
CwmemmBanue KP ¢ pacTBopoMm Jia30iBaHa He MCKaXaJo pe3ylib-
tar: pacteop — 1,9 (1,6-2,1) u 20,6 (19,4-20,9) MmmoIb/71; a ¢ cu-
poriomM — mnoBbIano 2,6 (2,4-2,7) u 23,4 (22,7-25,5) mmons/m.

3axniouenue. IlpumeHeHne aHTUIMPETHKOB U MYKOJIMTHKOB B
(hopMe cuporna HeXenaTeJIbHO Y MAIMeHTOB ¢ CaXapHbIM THa0eTOM
(ake ecii CUpOII HEe COICPKUT TIIFOKO3BI U Caxaposbl), T. K. BXO-
JSIIME B COCTaB CHpOIIa BelecTBa (INIMIEpPOT) MOTYT JIOXKHO 3a-
BBIIIATh 3HAYEHHS ITIMKEMHH, OTIpeieisieMble IITFokoMeTpoM. Hc-
MOJIb30BaHUE PACTBOPOB OoJiee OE30MacHO.

k %k sk

OQHTEPAJIbHOE NMUTAHUE HEOAOHOLUEHHbIX
HOBOPOXOEHHbLIX UCKITIOYUTENBHO
rPyaHbIM MOJTOKOM B PAHHEM
HEOHATAJIbHOM NEPUOAE

OrapkoBa E.A.", KynepoBa INA.!

HayuHble pykoBoauTenu: kaHa. Mmea. Hayk
A.A. lNNéHowknHa?, goueHT O.A. Kpor-UeHceHn??

TOFAQY BO «Poccuickuii HaumMoHanbHbIN
nccnenoBaTenbCKUA MEQULNMHCKUIN YHUBEPCUTET NMEHU
H.W. Nuporosa» Munsgpasa Poccum, Mocksa, Poccus;
20IBY «HaumoHanbHbIN MegULIMHCKUIA UccreaoBaTenbCKUi
LEHTpP aKyLuepcTBa, MHEKONOrM1 U NepUHaToONoOrMm UMeHm
akagemuka B.W. Kynakosa» MuHsgpasa Poccun, Mocksa,
Poccus;

SOrAOY BO «[epBblii MOCKOBCKMI rocyaapCTBEHHbIN
MeauLMHCKUA yHuBepcuteT numenn .M. CeueHoBa»
Mwunsgpasa Poccnmn (CeveHoBckun YHuBepeuteT), Mockea,
Poccus

Knouesbie criosa: HeOOHOWEHHbIU HOBOPOXOEHHbIU,; pocm;
passumue; epyOHOe MO/I0OKO

AxmyanvHocms. BeckapMinBaHue HETOHOIICHHBIX JEeTeH
aJanTHPOBAHHON MOJIOYHOW CMECHIO 10 CPABHEHHUIO C TPYIAHBIM
MosiokoM (I'M) moBbItIaeT puck GOpMUPOBAHUS HEKPOTHYECKO-
ro saTepokoiura (HOK). B ycinoBusx orcyTcTBHsS JOHOPCKOTO
I'M cranmapTHBIi pexum dHTepanbHoro nuTtanus (D11) Bkmoua-
eT B ce0s J0CTaToYHO OOJIbIION 00BEM aanTHPOBAHHON MOJIOY-
HoOMt cmecH. Ectp npenmnonoxenne, yto D11 HCKIIOYUTETHEHO Ma-
TEPUHCKUM MOJIOKOM 0€3 J0Taluu cMecu Ha 1-i Hezelse XKu3HH
Oyzner cnocobcTBoBarh npodunaktike HOK, He oka3biBas Hera-
THUBHOTO BIIMSIHUS HAa TapaMeTphl pocTa.

L]env: onpenenuTh mapaMeTpbl pocTa HEIOHOILIEHHbBIX HOBO-
POXIEHHBIX feTel mpu D11 UCKITFOYUTENLHO TPYAHBIM (MaTepPHH-
CKHMM) MOJIOKOM Ha 1-ii He/ese )KHU3HU 10 CPABHEHHUIO CO CTaH-
JAApPTHBIM PEKUMOM BCKapMJIUBAHUA.

Mamepuan u memoowi. [TnoTHOE HCCIIEIOBAHUE, BKIIIOYAB-
niee 56 HOBOPOXKIEHHBIX TeCTAIMOHHOTO Bo3pacTa < 33 Her, 6e3
MIOPOKOB Pa3BUTHs, KOTOPBIE NIPU MOCTYIUICHUH B OTAEJICHUE pe-
AQHMMAalUH 1 HHTEHCUBHOW TE€PAMi HOBOPOXKAEHHBIX OBLUTH paH-
JIOMH3MPOBAHBI B 1-if 4ac ®H3HU: TpyIna BMemarenbctsa (n = 27)
nostyvana OI1 tonsko I'M B nepBsle 7 nHelt xu3Hu. [Tpn Henocra-
TOYHOM 00BbEMe I'M HyTpUTHBHBIE TOTPEOHOCTH MOKPHIBAINCH Ta-
penrepaibabiM nutanueM (I1IT). Konrponbhas rpynmna (n = 29)
noiydana I'M + aganTUpoBaHHYIO MOJIOYHYIO CMECh IPU HEZO-
cratke [' M. Bcem HOBOpOX)KAEHHBIM nTpoBoaniock [1I1 mo exuno-
My nipotokoiy. OneHuBanu napamerpsl pocta («Intergrowth-21y)
IIpH POXKJICHUH U B 34 HeJ| MoCcTKOHLeNnTyansHoro Bo3pacra (ITKB),
muatensHoceTs [T, yacrory HOK 1 neraibHBIX HCXOIOB.

Pesynomamer. I'pynnsl ObUIH CPaBHUMBI 10 T€CTAIIHOHHOMY
BO3PACTY, aHTPOIIOMETPHUUYECKUM JIAHHBIM TIPU POJKAECHUH U CIIOCO-
Oy ponopasperenus. [Ipu cpaBHEHHH TapaMeTPOB pocTa B 34 Hejl
[IKB 3Ha4MMBIX pa3nuuuii HE BBISIBICHO, PAa3HOCThH MEPLIEHTH-
neit B 34 nen IIKB u npu poxxnennu cocrasuia: A% Macchbl Tena
Me =-18,6 (Q1; Q3 -34,0; -8,6) vs Me =—-14,8 (-28,5-2,35), p =
0,3; A% oxpyxuocTu rosnossl Me = —28,5 (-51,8; —0,3) vs Me =
—4,1 (-36,9; —-10,2), p = 0,17, B rpymnmne BMeMIaTeIbCTBA VS KOH-
Tpounb. JnurensHocts [T ObLIa BBIIIE B IPYIINE BMEIIATEIbCTBA
(Me =11 vs 10 cyT B rpymnme kourpoist; p = 0,015). B rpynmne koH-
TposbHOI oTMeueHo 5 ciydaeB HOK u 4/29 neranbHbIX ucxoza vs
0/27 cnyuaes B rpynne ['M (p = 0,052; p = 0,11).

3akarouenue. BckapMinBaHHEe HEIOHOLIEHHBIX HOBOPOXK/IEH-
HBIX UCKIIIOYHUTENIHO I'M B paHHEM HEOHATAJIbHOM NEpHOAE HE
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OKa3bIBaeT HETATHBHOTO BIUSHUS HA ITApaMETPhI IIOCTHATAITEHO-
T'O pOcTa HOBOPOXKJAEHHBIX 110 CPABHEHHIO CO CTAHJAPTHBIM PEXKH-
MOM BCKapMIIUBaHHMs (JOTALMS CMECH TIPH HEAO0CTATOYHOM 00bEME
Mosoka). Mckmounrensuo I'M, o-BUIMMOMY, OKa3bIBaeT podu-
nakTHyeckoe BnusHUE B oTHomeHnn HOK, HecmoTps Ha yBenu-
yeHue mmreabHocTu [111.

TEYEHUE HEOHATANBbHOIO NEPUOOA

Y HEQOHOLLEHHOIO HOBOPOXOEHHOIO

C PECMUPATOPHbIM AUCTPECC-CUHOPOMOM
M BHYTPUYTPOBHOW NMHEBMOHUEN

Maenosa A.H.
HayuHbin pykoBoguTenb: goueHT E.A. CapkucsH

OrAQY BO «Poccunckum HaunmoHanbHbIn
nccrnefoBaTenbCknii MEAULMHCKUA YHUBEPCUTET UMEHN
H.W. NMuporosa» Munsgpasa Poccumn, Mocksa, Poccus

Knroyesbie criosa: KnuHuU4Yeckul cryqal; HeOOHOWEHHbIe
demu; pecrnupamopHbIl OuUCmMpPeCcc-CUHOPOM HEOOHOWEHHbIX;
8pOXOEHHas MHEBMOHUS; cypthakmaHm

Axmyanvrnocms. HenoHomeHHbIe HOBOPOKAEHHBIE OTHOCAT-
Csl K ysI3BUMOH KOropTe JIeTel 10 pa3BUTHIO PECITMPATOPHOIO JIHC-
Tpecc-cunapoma HepoHomeHHbIX (PIICH), BeiencTBre KOIM4ecTBEH-
HOro aeduimTa cypdakranra. s KymupoBaHUsI CHMITOMOB [TbI-
XaTeNbHON HEeIOCTaTOYHOCTH Y TaKUX MAlMEHTOB HUCIIOIb3yeTCs
SHAOTpaxearbHoe BBefieHne cypdakranTa. OfHaKo NepHHATATEHOS
UHOULIPOBAHKE CIIOCOOHO MOPAXKATh JIETOYHYHO TKAHb U YTSDKEIIATh
teuenre PZICH y HelOHOIIEHHBIX, CHIDKas A()PEKTUBHOCTD JICUCHUS.

Onucanue kaunuveckozo cayuas. Manpauk M., ot 3-ii 6epe-
MEHHOCTH, 2-X OLEPATUBHBIX POJOB Ha 33-if Helelle reCTaluy OT
Marepyu ¢ OTATOIIEHHBIM COMAaTHYECKUM aHAMHE30M (XpOHHYE-
ckuit OpoHxuT ¢ obocTperueM B 111 Tpumectpe). Macca tena npu
poxaennu 1910 r, nmuHa Tena — 44 cm. Onenka mo mkane An-
rap 5/6/7/7, no mkane [layHnca 6 6aymioB. CoOTBETCTBOBA recra-
LIMOHHOMY Bo3pacTy no mkanaM Intergroth 21 th. Tsoxénoe teue-
HYE PECIUPATOPHBIX PACCTPOUCTB 00YCIOBUIO IIPOBEACHHE pE-
CIUPATOPHOI MOJIEPKKH B BUAE CIIOHTAHHOTO JBIXaHUS TOJ
nonoxutenbHbIM aaBieHueM (CPAP). Iocne BBeneHus cypdax-
TaHTa B POAMIBHOM 3aiie B 103¢ 189 mr/kr ObLI nepeBeEH B OT-
JIeNICHUH peaHrManuy 1 nHTeHcuBHoU Tepanuu (OPUT). Ha 2-e
CYTKH OOJIbHOI OBbLI HHTYOMPOBAH U NEpeBeIEH Ha allapaTHyIo
BEHTWIAIUIO B TPUITEPHOM pexknuMe (IMMKOBOE JaBJICHUE BIIO-
xa 21 cm Bof. ct., ppaxius kuciopoaa 0,35). Tlpu penrreHorpa-
(buH BBISBICHO yCHIICHHE JIETOYHOTO PUCYHKA 33 CUET HHTEPCTH-
LUAIBHBIX TeHEH nudQy3Horo xapakrepa. YpoeHb C-peakTus-
Horo Oenka (CPB) B kpoBu Ha 2-€ CYTKH JKH3HHU C HapacTaHUEM
(6,3 Mr/n—20,2 mr/n). I3meHeHus: Ha peHTIeHOrpaMMe U OTpH-
LareabHas JMHAMUKA MapKepOB BOCIAJICHHsI 00YCIOBUIIN MOCTA-
HOBKY JIMarHo3a: BpOXKIEHHAs THEBMOHHMS. B kpoBU 00Hapy»xeHa
JHK Candida albicans, BeIsiBICHHAs TAK)KE B POJIOBBIX MyTAX Y
Marepu. Hauara nmpotuBorpuOKoBast Tepanus (yKoHa30IoM. 3a
BpeMs HaXOXK/ACHUS B CTAIL[OHApe PeOCHOK MOJIydasl TaKKe aH-
TUOAKTEPUAIbHYI0, HH(DY3UOHHYIO, TeMOCTATHYECKYIO TepaIlulo.
ITpoBeneHa npohUIaKTHKA aITHOY HEJTOHOLICHHBIX. [TuTaHue ya-
CTUYHO TapeHTepasibHoe. JIabopaTopHble MapKephl BOCIIaJIeHHs Ha
(oHe IPOBEIEHHON TepaIyy ¢ YITydIIeHHeM: HOpMaIH3aIns YHc-
na neiikouutoB, CPB 2,3 Mr/n ¢ cHmkenueM. DKcTyOHpoBaH Ha 7
CYTKH >KU3HH, OTIIy4eH OT PECIIUPATOHON MOJNEPKKY Ha §-€ CyT-
KM JKU3HU, Kuciopopo3asucumocts 10 cyr. Ha 11-e cyTku xus3-
HY IIepeBElIEH B OTEJICHUE IIaTOJ0I U HEAOHOEHHbBIX. OOBEMBI

SHTEPAJIbHOTO MUTAHUS C IMOCTENEHHBIM PaCIIMPEHUEM, MTOJTHOE
SHTepanbHOe muTanue ¢ 18-x cytok ku3nu. [Ipu Heiipoconorpa-
¢un Ha 12-e CyTKHU JKU3HU UMEJIUCH NPU3HAKN THIIOKCUYECKHU-HU-
HIEMHUYECKHUX MOBPEXAEHUH rooBHOro Mo3ra 1-2 crenenu. Boi-
MUCaH JIOMO# Ha 28-€ CyTKM )KHU3HU.

3axniouenue. IlpencraBieHHbI ci1y4ail CBUJETEIbCTBYET O
3HaYMMOCTH PACIIUPEHUs IUAarHOCTHYECKOTO TIOMCKA JUIsl BBISB-
JICHUS] THEBMOHUH, TIPH OTCYTCTBUU MOJIOKUTEIBHONW TUHAMHUKHI
cocrosinus nanuenToB ¢ PJICH nocine BBeneHus cypdakranra.

OnbIT NAPUMEHEHUA COMATOTPONMUHA
nPU CUHOAPOME NPAOAEPA-BUIIN
B PAHHEM BO3PACTE

Maptana A.B., lepacumoBa [J.A.

Hay4Hble pykoBogutenu: goueHT O.A. OnenHuK,
npoceccop H0.I. CamonnoBa,
npodeccop M.B. MaTBeeBa

®Ire0Y BO «Cunbupckuiin rocyaapCTBEHHbIN MELNLNHCKAIN
yHuBepcuteT» Munsgpasa Poccun, Tomck, Poccus

Knroyesnie criosa: knuHuYeckul cry4al; CUHOpOM
lMpadepa—Bunnu; 3adepxxka pocma; coMamomporuH;
UHCYUuHoModobHsbIl ¢hakmop pocma-1

Axmyanvrocmo. B CTpyKType reHeTHUeCKH-00y CIIOBICHHBIX
BapHaHTOB O>kupeHus cunapoM IIpanepa—Bumu (CIIB) 3anumMa-
eT I UpYIolLyto no3uLuio. [IpuMenenne peKkoMOUHAaHTHOTO rop-
MoHa pocra (p-I'P) y 6onpnbix CIIB sBiseTcs BaXHbIM KOMIIO-
HEHTOM JICUCHHS 1 PeaOMIINTALH.

Onucanue xnunuvecrxoeo cayuas. Ilamuent JI., 3 rona, ot
4-ii 6epeMeHHOCTH B 36 JieT, 3-x ponoB. [Ipu poxaeHun B cpo-
ke 38,5 e ¢ maccoil Tena npu poxaenuu 2810 r, nauHOM Tena
52 cm. Co cnoB MaTepu, cpa3y He 3aKpuyal, cocal BsUIo, OTMea-
JIach MBIIIEYHAs THIIOTOHHS, TUTIOpedekcus, Kpuntopxusm. Ha
4-i1 eHb JKU3HU BSUIOCTD YCHIIMIIACh, CHU3MIIACh PEAKIMU Ha OC-
MOTP, TJIa3a He OTKPBIBAJI, OTKa3aJcs OT rpyau. Onrcansl 0coOeH-
HOCTH: poiuxonedanuieckas Gopma rooBsl, KIIOBOBHIHBIN HOC,
HIMPOKUH 5A3bIK, MACCUBHBIE JECHBI, YMEPEHHBII aKPOLIMAHO3 KH-
CTEHl U CTOII, TUIOIJIA31sl MOLIOHKH, JIBYCTOPOHHUH KPUIITOPXH3M.
3a 1-#f mecan HaOpan 715 r (3545 1), Belpoc Ha 5 cM (57 cm). Ilo
JAHHBIM YIIBTPa3BYKOBOTO MCCIIENOBaHMs B | MecC SMYKU HE BU-
3yaM3UpOBAINCh, HACIICACTBEHHbBIC 00JIe3HH 0OMEHA OBbLIH HC-
KJTI04eHBI. B Bo3pacte 5 Mec BBISBICHBI MOJICKY/ISIPHO-T€HETHYE-
CKME€ U3MEHEHMs, XapaKkTepHble 1 cunapoma llpanepa—Bunnu
(oTCcyTCTBHE HEMETHIMPOBAHHOIO aJlIeNsl IPOMOTOPHOM o0nacTu
rera SNRPN). Ilpu ocmoTpe 3H10KpHHOIOroM B 8§ Mec: SDS po-
cra—0,51, SDS UMT —1,31. bt xoncraruposan curapom llpa-
nepa—Buin (MKB-10; Q87.1) B codeTanuu ¢ M3MEHEHUSIMA B MHU-
toxoHapuansHoi JIHK u 1BycTOpOHHMI KPUIITOPXHU3M (ITaxoBast
(dopma). beuta pekomenoBana u craproBaia ¢ 10 mec Tepanus
comatoTponuHoM 0,35 MI/CyT B COYETaHUU C KypCOBBIM IIpHME-
HEHHEM XOpHOHUYECKOro ronanorpornuna yenoseka 500 EJl BHy-
TpuMbILeyHo | pa3a B Hexenmo N10. Uepes rof jieueHus: comaro-
TpormuHOM manueHT B Bo3pacte 1 rox 10 mec: SDS pocra +0,69,
SDS unnexca maccsl Tena +0,87. Peakiust Ha oCMOTp aJieKBaTHas,
9MOLIMY Oorarble, CI0Ba KOBEPKAET, HO CTApAeTCsl IPOU3HOCUTS.
JlBurarenbHasi akTHBHOCTh JOCTATOYHAs, MBIIICUHBII TOHYC ClIeT-
Ka CHIDKEH, XOJIUT aKTHBHO, HO TPYIIIHPYETCS MEAJICHHO, TI03TOMY
CKJIOHEH K IaJIeHHsIM. MOIIIOHKA THITOIUIa3upOBaHa, JIBYCTOPOH-
HUI KpUnTopxu3m. JJaboparopHo 0TMEUaoch MOBBIIICHHE YPOB-
HSl COMaTOMeIMHA (MHCYJIMHOMOA00HO0TO (hakTopa pocTa 1 Tumna)
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B IMHAMHKE OT OTpUaTeNbHbIX 3HaueHn SDS UDP-1 mpu nep-
BOM oOparieHun (—3,77) 10 pe3ko MOoNOKUTENbHBIX (+3,5, +1,98,
+1,8) Ha QoHe Tepanuu. PEHTreHOBCKHMIT KOCTHBIN BO3pacT COOT-
BETCTBOBAJI [IACIIOPTHOMY.

3axntouenue. Teparust COMaTOTPOIMHOM C 1-ro rofa ,u3HH
ManueHTa 00ecreyria COOTBETCTBUE aHTPOIIOMETPHU U KOCTHOTO
BO3pacTa BO3pacCTHBIM HOPMaM M YMEHBIIUIIA MBIIIEYHYIO THIIO-
TOHHMIO, YTO MO3BOJIMIIO CKOMIICHCHPOBATH OCHOBHBIE MPOSIBIICHHS
CHHJIPOMA U Ha4aTh COLMAIIBHYIO aaNTAaLMIO TAlUeHTa. AJIeKBaT-
HOE HaOJIIOJICHHE 1 MTPOJOKECHHE JICUCHHS TTO3BOJIUT B JaIbHCH-
eM u30exath MpOrpecCUpoBanms 3a00IeBaHMs, YAYIIIUTh Hu-
3WYECKOE U TI0JIOBOE Pa3BUTHE, MPOPHIAKTUPOBATH OXKUPEHHUE, CO-
XPaHUTh TOJHOLIEHHYIO PECITUPATOPHYIO (QyHKIHUIO.

& %k ok

HE®PONATUA NPU CUHOPOME
HOI'TA-HAOKONEHHUKA

Munacosa A.[., Xoxnosa A.ll., AnekcaHgposa [.M.,
3s6noBa U.10.

HayuHbI pykoBoguTenb: goueHT E.A. CapkucsH

OrAQY BO «Poccuinckuin HaumoHanbHbIN
nccrefoBaTenbCkuin MeauLUMHCKUIA YHUBEPCUTET UMEHU
H.N. Muporoea» Munsgpasa Poccun, Mocksa, Poccusi

Kriroueabie criosa: KnuHuyeckul criydal; demu; cUHOPOM
Ho2msi-HaOKOMeHHUKa; KOCMHO-MbIWEYHbIe aHOMaruu,
Hegponamusi

Axmyanvnocmo. CUHIPOM HOTTS-HAAKOJICHHUKA BCTpEUYaeT-
cst B 2 ciydasix Ha 100 000 HOBOpOXKIEHHBIX, HA MyTallUH de novo
npuxoautest okono 12,5% ciydaes. B pesynbrare pa3BuBaercs mo-
JOLMTONATHS C U30IUPOBAHHBIM HE()POTUUECKHM CUHIPOMOM.

Onucanue knuHuyeckoeo cayyas. Jlesouka M. ot 5-ii Gepe-
MEHHOCTH, 5-X pozoB Ha 41-if Heene recranun. Macca Tena nmpu
poxxnennu 3210 1, muHa Tena 45 oM, olleHKa 1o IKane Anrap
6/7 6amnoB. CocTOsIHUE TPU POXKICHUU THKENOE, 00YCIIOBICHO
JbIXaTeIbHBIMU PAcCTPOMCTBAMHU, CHHIPOMOM YIHETCHUS LIEH-
TpaJIbHOW HEPBHOI CHUCTEMBI, HAPACTAIOIIMMU ITPU3HAKAMHU HH-
(eKIMOHHOTO TOKCHKO3a. JIeBouKa HysK/1aach B IPOBEICHUH pe-
AQHMMAIMOHHBIX MEPONPHITHII B poanmiIbHOM 3aie. [Ipu obmem
OCMOTpE BBISIBJICHBI CTUTMBI AM39MOproreHe3a (aHOHUXUH yKa-
3aTeNIbHBIX MAJIBIEB 00X KUCTEH, OpaXnuaaKTHIINS T1aJIbIIeB KHU-
CTell), runepTepMusi, FeMOIMHAMUUECKIE HapyLIeHus, TpeOyto-
1IMe Ha3Ha4eHUs JonaMuHa. bbuta nuarHocTupoBaHa BHYTPHY-
TpoOHas! THEBMOHWUSI, TPOBOIMIIACH AaHTHOAKTEpHATbHAS TePATIHs.

Ha 3-u cyTku xu3HM TSI BRISIBICHHS CHHAPOMAIHHON TaTo-
JIOTMM U JIajbHEHILEro JIeYeHHsl AeBOUKa B TKEIOM COCTOSHUU
HepeBe/ieHa B MHOTONIPO(QUIBHYIO IETCKYIO OOJIBbHULLY.

ITo naHHBIM KOMILJIEKCHOTO 00CIEI0BAHUS BBISIBICHO HOBBI-
LieHue Nepu(epudeckoro COIpOTUBICHUS COCYI0B Mouek. Jlns
OLICHKH OPTOIEIMYeCKOi MOP(OIOTHH OblIa MPOBEIEHa PEHTIEHO-
rpadus MpaBo KMCTH, HAa KOTOPOH BBISIBJICHBI THIOIIa3us | msict-
HOM KOCTH, OTCYTCTBHE HUCTanbHbIX (ananr I-1I maneues. Ha 4-¢
CYTKH KM3HU JJaOOPaTOPHO BBIABIEHBI: HEUTPODUIBHBIN JeHKO-
o3 (16 x 10%/1), cHmxenue yposHs obmiero Geka (52 1/i), ru-
noans0ymuHemus (28 1/1). B aHanm3e Moun: BeIpaXeHHast poTe-
unypust (3 v/n), neitkormtypust (153,30 ki/mxn).

YuuTeIBast HATMYIKE CTUTM IM39MOpPHOTeHe3a U N3MEHEHHH B
aHAJIN3€ MOYH, XapaKTePHBIX I HEPPOTHUESCKOTO CUHAPOMA, JIe-
BOYKa 6bIJ'la KOHCYJIBTUPOBaHa I'CHECTUKOM. HpOBCZ[CH])I OUTOI'CHE-
THYECKOE U MOJICKY/IIPHO-TEHETUUECKOE 00CIIEIOBAHNUS: KAPUOTHUIIL
46XX, BoigBNeHa MyTauus B rene LMXIB (c.819+1G>A), noxn-

TBEpIKAAIolIas HAJIM4ne y JeBOYKHM CHHIPOMA HOT'TSI-HA/IKOJICH-
HUKa. B nanbHeiiem TpeOyercs: mpoBeCHUE AMarHOCTHYECKOM
OuoTCHY MTOYEK AJIsI ONPEACNICHHUS YIacTHsl HUMMYHHBIX KOMITIOHEH-
TOB B INOPAYXKCHUH ITOYCK U B])I60pa TAKTHUKH JICUCHHA.

3axnouenue. Hannune y HOBOpOXKJAEHHOTO peOEHKA aHOMa-
Tt KOHEYHOCTEH B COYETAHHHU C HE(PPOTHIECKIM CHHIPOMOM
JIOJPKHO TOATONKHYTh KIIMHUIIMCTOB K TIOMCKY BO3MOYKHOM reHe-
THyeckoi aHoManuu. [1031HAS TUAarHOCTHKA U OTCYTCTBHE CBO-
€BPEMEHHO HayaToro CUMMITOMATHYECKOIO JIEYEHHs] MOXKET IIpH-
BeCTU K (POPMHUPOBAHUIO TEPMUHANBHON CTaANU OUEUHOH HE0-
CTaTOYHOCTHU.

* %k ok

AHAIIN3 COCTOAHUA 300POBbLA
OBYYAIOLLUUXCS CTAPLLEN LLUKONbI
B YCNoBuAX LM®POBU3ALIMN OBPA3OBAHUA

MnatoHoB O.B.

Hay4HbIn pykoBoaguTenb:
npocpeccop E.[l. JlanoHoBa

SrAQY BO «lMNepBbit MOCKOBCKMI roCyAapCTBEHHbIN
MeauLMHCKUA yHuBepceuTeT nmeHn N.M. CeyeHoBa»
MwuH3agpasa Poccumn (CeveHoBckuin yHuBepcuteT), Mocksa,
Poccus

Knroyesbie criosa: obyyaroujuecsi; cocmosiHue 300p0o8bsi;
yughposu3zayusi 0bpaszosaHusi; WKOIbHO-06YCI08/IEHHbIE
6onesHu

Axmyanvrocms. LluppoBuzains COBpEMEHHOTO 00IIECTBa
NPOSIBIISICTCS. B TOM YHCJIC B aKTHBHOM BHEJPEHUM B 00pazoBa-
TEJIbHBIC OPraHU3aluH AIEKTPOHHBIX cpencTB 00ydenus. OcBoe-
HHE Y4eOHOH MPOrpaMMBI C UCIIONB30BaHIEM HH()OPMAIIHOHHBIX
TEXHOJIOTHIT TIPETYCMOTPEHO YIKe C IIEPBBIX JIEeT 00y4SHUsI, HECMO-
TPS HA TO YTO YPE3MEPHOE MCIIONB30BaHUE IEKTPOHHBIX CPEACTB
AByseTCst HaKTOPOM pUCKA ISl TAPMOHUYHOTO POCTA, Pa3BUTHS U
(hopMupOBaHUsE 310POBbs JIETEH 3a CYET HHTEHCU(DUKALIUHE UHTEIT-
JIEKTYaJIbHOM IEATEIBHOCTH 00YYaIOIIMXCs, & TAKIKE YBEITUYCHUS
3pUTEIBHOM HArpy3Ku U Harpy3KH Ha OMIOPHO-ABHUIaTEJIbHBIN arl-
napar 3a c4€T MoJICp)KaHus BbIHYK/ICHHOW paboucii mo3bl. Yuu-
TBIBasi paHHee BpeMs Hayajla BO3AEHCTBHS 3THX (haKTOPOB, Y MHO-
I'HX 00y4YarOLIMXCsl K MOMEHTY Iepexo/ia B CTaplLIyIO LIIKOJTY pa3-
BUBAIOTCS Pa3IHYHbIe (POPMBI TATOIOTHH.

Llenv: onpenennTb COCTOSIHUS 310POBbsl 00YUAIOIIUXCS CTap-
IIMX KJIACCOB I10 JJAHHBIM BBIKOIIMPOBOK U3 METUIIMHCKUX KapT.

Mamepuanvt u memoowr. IIpoBoHIach BEIKONUPOBKA JTAHHBIX
13 MEAUIUHCKHUX KapT 00YYarOMINXCsl MEAUIIMHCKOTO TIPETyHHBEP-
capust. OO11iee KoJTMYeCTBO N3YUYCHHBIX MEIUIIMHCKUX KapT — 327.

Pezynomamul. Y OONBIIMHCTBA 00Yy4aIOIIUXCSl YCTaHOBIIE-
Ha 2-s rpynma 310poBbs (63%), k 1-i rpyniie 310poBbst ObLIH OT-
Hecensl 17,1% mkonbHUKOB, K 3-i rpynmne — 19,9%. Benyuu-
MU HapyILICHUSMH 3I0POBbsI 00yJaIOMINXCs SBISIOTCS 3a001eBa-
HUSA 3pUTENBHOM cucteMbl — 193 (39,7%) ciryyaeB 3aboneBanuii,
OIIOPHO-/IBUTI'ATEILHOTO ammapara Wik COeIMHUTEIbHON TKAaHH —
177 (36,4%), cucrembl KpoBooOpamenus — 36 (7,4%), 3aboseBa-
HYsL OPTaHOB MUIEBAPEHUS U HEPBHOU cucTeMsl — 110 29 (6%),
nbIxarenbHou cucteMbl — 22 (4,5%).

CaMbIMU pacrpocTpaHEHHBIME (yHKIIHOHAIBHBIMH HapyIIe-
HUSIMH SIBJISIFOTCSI MUOTIHSI Pa3IMYHOM CTENeHN TSDKECTH (KOX MO
MKB-11 9D00.0) — 138 ciyuaes (28,4% ot od1uero uucna 3a00-
neBanuii 1 71,5% ot 3a00neBaHKi 3pUTEIBHON CHCTEMBI), IIOCKAs
crona (LB98.1) u necrabuibHOCTh no3BoHOUHKKA (FB10) — 1o
48 ciyuaeB (9,9% u 27,1% ot Oomne3Heil 0mopHO-ABUTaTEILHOTO
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arnmapara Wil COeIWHUTENbHON TkaHu), u ckonmo3 (FA70.1) —
27 ciryqaes (5,6% ot obuiero uncina 3aboneBanuii u 15,3% ot 60-
JIe3HEH OMOPHO-IBUIATEIBHOTO AlIapara).

3axniouenue. K MoMeHTy Havana o0y4yeHHs B cTapIIei MIKoJIe
Y 3HAUUTEJIHOT'O YMCIIa MIKOJIBHHUKOB OCHOBHYIO JIOJIO B CTPYKTY-
pe GYHKIMOHAIBHBIX OTKIOHEHUH 3aHUMAIOT 3a00JIeBaHUs 3pU-
TEJIHON CHUCTEMBI M ONOPHO-IABHIATeNIbHOTO anmapara. OxHuM
13 BeAyIMX (HAKTOPOB PHCKA BO3HHKHOBEHHMS NMOAOOHBIX Hapy-
LIEHUH B COCTOSTHHUU 310POBbsI IETEH SIBISIETCS HEPALIMOHAIbHAS
opraHuzanus yueOHOH paboThl, B TOM YHCIIE C IEKTPOHHBIMH
cpencTBaMu 00yueHUsL.

%k %k sk

CUHOPOM BEKBUTA-BUOEMAHA B NMPAKTUKE
NEOUATPA

MorocsH A.C.
HayuHbin pykoBoguTtens: goueHT O.U. N'ymeHrok

PrbOY BO «CapaToBCckuii rocyfapCTBEHHbIN MEAULIMHCKAIN
yHuBepcuteT umenn B.W. Pazymosckoro» MuHaapasa
Poccun, Capatos, Poccus

Knrouesbie criosa: knuHu4eckul criyqat; demu; CUHOPOM
beksuma—BudemaHa, MakpoCOMUSI; MaKpO2/10CCUs;
OuaeHocmuka

Axmyanvrocms. Cuanpom bexsuta—Bunemana (CbB) — re-
HETUYECKH IeTepPOreHHbII CUHAPOM, XapaKTepHu3yolieecs Tpua-
JIOW MPU3HAKOB — oMdaionesne, MaKporIoCCHEH 1 MaKpPOCOMHUEH.
[Ipu cunnpome beksura—Bunemana npoucxoauT HapyLUIeHUE po-
CTa ¥ Pa3BUTHUS C BBICOKUM PUCKOM KaHIIEPOTeHe3a B IETCKOM BO3-
pacre, 4TO INpearoiaraeT peryasipHoe AUCIaHCepHOe Halmoe-
HUE 32 NallUeHTaMU.

Onucanue kaunuueckozo cayuas. Manpauk, 3 Mec, poauiics
oT 2-ii OepeMEHHOCTH, HACTYITUBINCH MOCIE MPOLEAYPhI SKCTpa-
KOPIIOPAJILHOTO OILIONOTBOPEHHMS, |-X CaMOCTOSTEIBHBIX POJIOB.
[pu poxxieHnH BBISBIICHA FeMUTHIIEPTPOHS, HePpOMEeraius cie-
Ba. [Ipn ocMoTpe Taxke oOpaiaer Ha ceds BHUMaHHE MaKpOIyIoc-
CHs, BBICOKOE aKpOBUIHOE HE0O, CHIDKEHHE MBIIIEYHOTO TOHYCa
nepeiHelt OpIOIIHON CTEHKH, TEMaHTHOMa KOXKH JICBOTO BeKa U 3a-
ThlIKa. DEHOTHI: HU3KO PACIIONOKEHHbIE YIIIHbIE PAKOBUHBI, C I'0-
PHU30HTAIILHBIMU OOPO3/IKAMHU HAa MOYKaX YILEH, MOHTOJIOHMTHBIN
pa3pes3 nia3, NIa3HON TUIePTENIopU3M, CEAI0BHUIHAS IEPEHOCHULIA,
runoruiazus ry6. [Ipu Y3U BHyTpeHHHX OpraHoB IHarHOCTUPOBA-
HO: muddy3HOE yBEINYEHHE MTOKEITYTOTHOHN HKeIe3bl, HETIOJTHOES
YABOCHHUE JIEBOW MOYKH; TPH PEHTIeHOTpahUH OPTaHOB IPYIHOI
KJIETKH — TUMOMeTanus 2 cTeneHu. Pe6EHOK ObIIT KOHCYIBTHPO-
BaH F€HETHKOM, IPOBEICHO MOJICKYJISIPHO-TEHETHYECKoe 00ce-
JIOBaHHUE, BbISIBUBLIEE HapylleHue metuiuposanus /GF2/HI19 u
KvLQT(LITI) B uentpe 11 xpomocomsl, uto xapakrepHo Jyisi CBB.

3akniouenue. TlpencraBieHHbId KIMHAYECKUN CITydai je-
MOHCTPHUPYIOT crieliipuieckrne KIMHUIESCKHE TPOSBICHUS, Xa-
paxtepusie st CbB. B nmpakTrke neauarpa He0OX0AUM MEXIHC-
UIUTMHAPHBIA TI01X0A 171t AU PepeHIINaTbHOM AMarHOCTHKH 3a-
OosieBaHuUi, B TOM yHciie ¢ opdaHHbIM cTtarycoM. Heo6xonumo
JlabHelIIee MOJIEKYJISIPHO-TeHETHYECKOe 00CIeIOBaHNE CEMbI
JUIS YCTaHOBJICHUS CTaTryca MyTaluH (yHaclIeIoBaHHAs WIH de
10V0) ¥ IPOTHO3UPOBAHUS POXKACHHS IETEH B CEMBbe.

% %k %k

BITUAET N BO3PACTVPOD,VITEJ1EI7I
HA POXOEHWE OETEW C CUHOPOMOM OAYHA?

MonTtopak T.O.

HayuHble pykoBoguTtenu: npoceccop
O.K. BorBuHbEB, goueHT H.I. 3BOHKOBa

®IAQY BO «[MepBbit MOCKOBCKMI rOCyAapCTBEHHbIN
MeauUUHCKuiA yHusepceuteT nmeHn .M. CeveHoBa»
MwuH3anpaBa Poccun (CeyeHoBckuin yHuBepcuTeT), Mockea,
Poccus

Knrouesbie criosa: demu; cuHOpom [ayHa; so3pacm
podumereli; C€30HHOCMb 3a4yamusi

Axmyansnocms. Cuaapom Jlayna (CJ]) — omgHa u3 cambIx
pacnpocTpaHEHHBIX HACIEICTBEHHBIX aHOMAIHH, 00yCIIOBIEHHAS
Tpucomueii 21 xpomocomsl. M3BECTHO, YTO PUCK POXKICHUS pe-
6énka ¢ CJ] 3aBuCHT OT BO3pacTa MaTepu, AJIsl )KEHIIUHBI OH yBe-
nmuauBaetcs ¢ 35 net, a k 39 . cocrasisiet 1% (rumnoresa 00 «u3-
HaIIMBAEeMOCTH» OpraHn3Ma Marepu). OIHaKo J10 CUX TOp He sic-
HO, Kakue (GpakTopbl, KpoMe BO3PACTa MATEPH, MOTYT HOBIIHATH Ha
BEPOSITHOCTh POXKICHHSI OOIBHOTO peOEHKa.

L]env: onpenenuTh BIUSHUE BO3pacTa poAUTENEH U ce30Ha 3a-
yaTusl Ha poxaenue jpereit ¢ C/l 1 yCTaHOBUTH PacIpOCTpaHEH-
HOCTB MIOpOKOB pa3Butus mpu C/I.

Mamepuanvl u Memodsi. B peTpOCIIEKTHBHOE CPaBHUTEIb-
HOe mccienoBanne BkirrodeHo 526 nmereit ¢ CI (257 neBouek n
269 ManpuuKOB); TPYIITYy CPaBHEHUSI COCTaBMIN 653 310pOBBIX
pe6énka (310 neBouek u 343 manpuuka). [laHHBIC MOJYYCHBI U3
JIOKyMEHTAlluU MEIUIMHCKUX yupexaeHui I. Mockssl 3a 1970—
2020 rr. nst cpaBHEHUs! BYX HE3aBUCUMBIX TPYII HCIOJIB30Ba-
7 t-kputepuii CThIOAEHTA, TSl CPAaBHEHUS KATerOpUaIbHBIX JaH-
HBIX UCIIOJIB30BAIH TAOIHIBI CONPSHKEHHOCTH.

Pesynomamul. Bozpact ponuteneit nereit konebancs ot 15
1o 50 ner. CpenHuit BO3pacT MaM 310pOBBIX aeTelt u aeteit ¢ CJI
cocraBun 27,38 + 6,77 u 31,78 + 8,15 roxa (p = 0,003), cpen-
HUii Bo3pact oTioB — 28,14 + 8,11 u 35,04 = 9,08 roga coorseT-
ctBeHHO (p < 0,001). CpenHuii Bo3pacT MaM 310pOBBIX JIeTeH U
nereit ¢ C/1, pokIEHHBIX B pa3IMIHbIe CE30HBI IO, COCTABHII:
BecHa — 26,24 + 6,55 u 31,57 = 7,49 roma (p < 0,001); nmero —
26,12+ 6,17u31,16 £7,79 (p <0,001); ocenp — 27,42 + 6,94 n
30,75 + 7,82 (p = 0,028); 3uma — 26,04 + 6,29 n1 32,42 + 8,33 (p
< 0,001) coorBercTBeHHO0. CpesiHUil BO3pACT marl 310pOBbIX Jie-
teit u nereit ¢ CI, pokIEHHBIX B pa3JInuHble CE30HBI I'0/Ia, COCTa-
BmiI: BecHa — 29,38 + 7,51 u 33,98 + 8,19 roma (p = 0,007); ne-
to — 30,04 £ 8,78 u 33,97 = 8,18 (p = 0,033); ocernr — 29,79 £
7,29 n 33,55+ 7,02 (p = 0,016); 3uma — 29,46 + 7,36 n 33,57 +
7,05 coorBercTBeHHO (p = 0,005). ¥V nereii ¢ CJ] yacto BcTpeua-
JIMCh NOPOKU Pa3BUTHSL OPraHOB KpoBooOpatieHus (65,67%), xe-
JYIOYHO-KHUIIIEYHOro TpakTa (23,5%), mouex 1 MOUeBBIICTUTEIb-
HoM cucremsl (4,15%) u apyrue (6,68%).

3axnouenue. YCTaHOBIEHO, YTO HE TOJIBKO BO3PACT MaM, HO
¥ BO3PACT OTLIOB UTPaeT OOJIBUIYIO POJIb B 3a4aTUH U POKACHUU
nerei ¢ CII. Bpems 3auarusi He BIMSET HA PUCK POXKICHUS Jie-
teit ¢ C/I.

k 3k 3k
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PEANMM3ALINA MOOENN NPOTHO3UPOBAHUA
HEBPOJIOTMYECKUX OCNOXHEHWUW Y PEBEHKA
C BUPYCHbIM SHLE®AJIUTOM

Monsaxosa IO.H.'

HayuHbIin pykoBoaUTeNb: AOKTOP Mefd. HaykK
A.H. KonecHukos?

'[eTcknin KnnHnYecknin LeHTp I. MakeeBku, MakeeBka, Poccusi;
20I'bOY BO «[loHeukuii rocyapCTBEHHBIM MeAULMHCKAI
HuBepcuUTeT MMeHn M. Mopbkoro» MuHaapasa Poccuu, [JoHeLk,
M. It M P
Poccusi

Knrouesbie crioga: knuHU4ecKul criyqad; sHueganum, epurri;
Hesposio2uYecKUe OCIIOXHEHUST; MPO2HO3Upo8aHuUe

Axmyanvrocms. B cTpyKType BUPYCHBIX SHIIE(AIUTOB YaCTO-
Ta BCTPEYAEMOCTH TPUIIIIO3HBIX MeHee 2%, OJIHAKO YacTOTa HeBPO-
JIOTUYECKUX OCJIOKHEHUH nocturaet 60%, a netanpbHOCTE — 25%
CJIy4yacB. YuuteiBas TPYAHOCTH B BBISIBJICHUH 3THOJIOTUH ITOPAXKE-
nust [THC, a Takke BBICOKYIO BEPOSITHOCTD HEOIAronpHATHOTO HC-
XO0/1a, aKTyaJIbHBIM SBJISIETCSI IOMCK HOBBIX MOJIEJIEH IPOrHO3UPO-
BaHMSI OCIIOKHEHHH.

Onucanue knunuyeckozo cayuas. Peoénok C., 14 net, mocry-
i B oTienieHne nHTeHcnBHoW Tepanuu (OWUT) Ha 6-¢ cyTku 3a-
OoJieBaHMs B TSHKEJIOM COCTOSTHUM. 3a00JIeBaHHE HAYalloCh C Kara-
paJIBHBIX CUMIITOMOB, (heOpHiIbHON MXopaaku. B neHp rocrnura-
JIM3aLUH COCTOSIHUE YXY/ILIMIIOCH: ITOSBHIIACh PBOTA, HAPYIICHUS
cozHanwus. [Ipu rocnuranu3anyiy TeCT Ha OOHApYKEHUE aHTHIeHa
BHpYyca rpurma A — noJokuTensHbIN. [IpeBampoBaa HEBpoIIO-
TMYECKasi CHMIITOMATHKA: COTOP, TeHEPATN30BAHHBIE KIIOHNYECKUE
cynoporu. [Ipy 00beKTHBHOM OCMOTpE BBISIBIICHBI OTKJIOHEHHUS: KO-
Ka OJiesiHast, XOJI0IHAs; BUIUMBbIE CIIM3UCTBIE CyXHe; TaXUKAPAS.
B ximHnueckom aHanmse KpoBH JieikoruTsl 7,6 /11 ¢ HelTpoduib-
HBIM cBUTOM 110 90%. MI3MeHeHHs1 OHOXMMHIECKOTO aHaIn3a Kpo-
Bu — ypoBuu AJIT 243 EJl/n, ACT 348 EJI/n, kpearunun 120 Mk-
MOJIB/J1. B KMHMYecKoM aHanu3e JIMKBOPa, MOYH, KOAryJIorpaMmme
MaToJIOTHYECKUX W3MEHEeHUI He 0OHapyxeHo. Ha3HaueHa crapro-
Basi TEpaIusi: OCEIbTAMHUBHD, allUKIOBUDP, MEPOIICHEM, HH]Y3Us
KPUCTAIUIONIOB B 00beMe 75% OT (U3NOIOTHIECKON MOTPEeOHO-
cry, muasenam. [1o JaHHBIM 0aKTEePHOIOTHIECKOTO TI0CEBa U3 KPO-
BH, 3€Ba ¥ TV1a3 BeIJeIeH Staphylococcus aureus 105. Tlpu Bupyco-
JIOTHYECKOM aHAJIM3€e Ma3KoB U3 3¢Ba U B JInkBope Bhiaenena PHK
Bupyca rpunmna A. B Teuenune 10 4 cocTossHEE OOJIBHOTO yXyALIU-
JIOCh — HApOCya HEBPOJIOTHYECKas CUMITOMATHKA, JIbIXaTeIbHas
HEJI0CTaTOYHOCTh, TeMOJJMHaMU4ecKue paccrpoiictsa. B 1-e cyr-
KU B OT/ISNICHIY MHTEHCUBHOMN TEePaIuy IPUMEHEHa aBTOPCKast MO-
JIeJTb TPOTHO3UPOBAHMS PHCKA HEBPOJIOTHUECKUX OCTIOKHEeHUH (P)
npu BUpPYyCHBIX nopakeHusix [IHC:

P = 1/(1+(2,718)x(3,66 — 0,14X1 — 0,49X2 — 0,08X3 +
0,03X4)), tne X1 — neHp 3a00JIeBaHUST HA MOMEHT TOCITHUTA-
mm3anun, X2 — 6amn mkansl pSOFA, X3 — neiikoruts (I7/1),
X4 — TeMaToNorHIeCcKHii OKa3aTe b NHTOKCHKAINK. 3Hade-
Hue P cocraBuio 0,86, 9TO paBHO HACTYIIJICHUIO OCJIOKHEHUH B
86% ciyuaes. IIpoBenieHa KOppeKLUs JIedeHHUsT OONBLHOTO: HHTY-
63.Lll/lﬂ, HCKYCCTBCHHAsI BEHTUJIALINA JIETKUX B PeKUME BCIIOMOra-
TEJIbHOW BEHTHWJISIIIMH T10 JIaBJICHUIO, Ba30IIPECCOPHAs MOICPK-
ka (gomamuH 5—10 MKr/Kr/MHH), HH(Y3Hus IMMyHODIOOYHA G
YeJI0BEYeCKOr0 HOPMAILHOTO, KOPTHKOCTEPOH B, O0phda ¢ oTé-
koM Mo3ra (JI-1mM3uHa ScuuHAaT, KpaTKOBPEMEHHas THIEePBEHTHIIS-
1HsI, MaHHUTOJT, ypOCEMHU]T), BaJIbIIPOEBasi KUCIOTa. AHTHOAKTE-
pualibHast Tepanus NPOoAOJKEHA, TaK KaK COOTBETCTBOBAJIA CIICK-
TPy 4yBCTBUTEIBHOCTH. Ha 4-e cyTKM mociie KoppeKIuy Teparim
puck cHuzmics 10 71%, 4To yKas3bIBaeT Ha CPEIHIOI0 CTEIICHb PH-
CKa OCIIOKHEHUH 1 2 (PEKTHBHOCTH TPOBEAEHHON KOPPEKIINH JIe-

yeHus 6osibHOTO. Pe6&HOK Haxoamics B OUT 18 nueit, nepeBenéH
B IPOUIBLHOE OT/IEJICHHE C UCXOIOM 3a00JI€BaHMs B BUE HAPY-
LIEHHS] MO3TOBOTO KPOBOOOPALIEHHS IO UIIEMUYECKOMY THILY C
reMUIIape30M U (POKaIbHON SMHUIIETICHEH.

3axnouenue. Moaenb MPOTHO3UPOBAHUS HEBPOJIOTHYECKUX
OCIIO)KHEHUI UMeeT 4yBCTBUTENLHOCTh — 84,6%, cnenudud-
HOCTh — 82,5%. [IpumMeHeHre MOsIean U KOPPEKIHs Teparnuu
TPHIIIIO3HOTO SHIIE(aATUTa CII0COOCTBOBAIM CHU)KEHHUIO PHCKA He-
OraronpuATHBIX cXonoB Ha 15% B Teuenue 3 nueid. [Ipencras-
JICHHBIH KIIMHUYECKUH Cllydail 10Ka3bIBaeT HEOOXOAUMOCTh CBOE-
BPEMEHHOM ATHOTPOITHON ¥ NaTOr€HETHYECKON Tepartu, a TakxkKe
YCOBEpILIEHCTBOBAHNS METOJIOB IMAarHOCTHKHU, BHEIPEHHS B ITPAK-
TUKY METOJIOB IIPOTHO3UPOBAHUS 1IepeOPaTbHBIX OCIOKHEHUH.

& %k ok

BINMUAHUE YNOTPEBNEHUA ANEKTPOHHbIX
CPEOCTB OOCTABKM HUKOTUHA BO BPEMA
BEPEMEHHOCTU HA COCTOAHUE 3[00POBbA
HOBOPOXAEHHbIX

NMoHomapeBa H.E., BesrogoBa O.U.
HayuHbin pykoBoguTtensb: C.P. KocuHoBa

OIrbOY BO «TtoMeHCKUI rocyAapCTBEHHbIA MEOULMHCKIN
yHuBepcuteT» MuHsgpasa Poccun, TiomeHb, Poccus

Kntouesble crioga: eelir; 311eKmpoHHbIe cu2apemsi;
pasgumue n100a; HUKOMUH; HOBOPOXOEHHbIE

Axmyanvrnocms. DIEKTPOHHBIE CPECTBA JOCTABKU HUKOTHHA
(OCIH) ObicTpo Habpanu HOMyIIPHOCT. PacnpocTpaHEHHOCTD
BOUTMHTA Cpeii OEpEeMEHHBIX COCTABISET 5—7%, YPOBEHb 3aHIDKE-
Hus nHGopManuK 00 nX mpuMeHeHnH gocturaet 22%; 45% nonb-
3oBarelieil cuutaroT ux OezonacHee curapet. Biusaue DC/IH Ha
Te4eHHe OEPEMEHHOCTH U3Y4YCHO HEIOCTATOUHO, HO UMEIOIINECS
JITAaHHBIE ITOKA3bIBAIOT, YTO OHU MPUBOJAT K YMEHBIICHUIO I'eCcTa-
LIMOHHOTO BO3PAcTa, HU3KOHM Macce Teja Ipu poKJICHUH, aHTEeHa-
TaJbHOHN IHOeNH 1011, TOPOKaM Pa3BHUTHL.

Lenv: onpenenuts Biusiane DC/IH Ha Ppuzudeckoe pa3ButHe,
JaCTOTY BO3HMKHOBEHUS PA3IMUIHBIX ()OPM MATOJIIOTHU Y HOBOPO-
XKAEHHBIX JeTel B paHHEM HEOHATaJIbHOM MEPUOJIE.

Mamepuanst u memooul. TIpoBOIUIOCH aHKETUPOBAHHUE U aHA-
JIM3 MEIMUMHCKOM tokyMenTarmu 100 nap MaTb—HOBOPOXKIEHHBIN
B POJIOBCIIOMOTATEIIBHBIX YUPEKICHUAX TroMeHH ¢ HOsOpst 2023
o gepaib 2024 1. CTaTHCTHYECKUET aHATIM3 TIPOBEIEH C UCTIOJTb-
3oBaHueM nporpammbl «Excel Microsoft Office 2010x.

Pezynemamu. Tlo (axty KypeHUs: HAMH BBIJICTICHBI 4 TPYIIIBI
OGepeMEHHBIX JKeHIMH: 1-1 — He Kypsmue (78%); 2-s1 — Kypsiuue
curapetsl (9%); 3-s1 — Kypsiiue 3JeKTpoHHbIe curapetsl (7%);
4-1 — xypsiume Beiin (9%). lnarao3 HUKOTHH3aBUCUMOCTH UMENN
TONBKO 77,3% >keHurH. HanMeHbIiA CpOK TeCTaIiii OTMEYAIICs B
4-1i rpyrmme — 38,7 + 0,5 nen [36,5; 41,6]; p < 0,05. Cpennsist oueH-
Ka 10 mkaine Anrap B KoHue 1-it munyTsl — 7,7 + 0,3 Gasna [5; 8],
Ha 5-it Munyte — 8,4 + 0,3 Oayna [7; 9]. Achuxcust HOBOPpOXKIEH-
HBIX CpeJTHEH M YMEPEHHO CTENeH! TSHKECTH Yallle 0TMeJanach y
JKeHIIMH BO 2-i rpynne — y 22,2% u B 4-it rpynne — y 22,2%;
p<0,05. Y 6epemeHHbIX 3-ii 1 4-11 TPYII BISBICHA 3HAYUMAST 110~
JIOXKUTENbHAS KOPPEeIsILus Mex 1y dactoToil kypenus DC/H, na-
nureM runokcuu miona (» = 0,688; p < 0,05 u = 0,738; p < 0,05
COOTBETCTBEHHO) U AuCyHKIUEH ruianeHTsl (7 = 0,625; p < 0,05 u
r=10,632; p < 0,05 coorBeTcTBeHHO). IIpK 5TOM 3HAYUMBIX pa3iIu-
9l B (QU3UUECKOM Pa3BUTUH HOBOPOXKIEHHBIX MEXKIY TPYIIIAMH
He ycTaHoBIeHO (p > 0,01). Y HOBOPOXKIEHHBIX 1-1 TPYIINIBI B paH-
HEM HEOHATaJIbHOM NIePHOJIe BHICTABISUINCEH AUArHO3BI: KPYITHOBEC-
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HBIH K CpOKY Trectanuu — 5,1% cirydaeB, TpaH3UTOPHAS KEJITyXa
HOBOPOXKAEHHBIX — 12,9%, ToKcHueckast saputema — 6,4%, Tpan-
sutopHoe TaxunHod (TTH) — 3,8%. Y HOBOpOXKIEHHBIX 2-i TpyII-
nbl: TTH — 11,1%, Tpansurtopnas xenryxa — 11,1%, nedexrt mex-
HKEJTYJIOUKOBOH meperopoaxu — 22,2% cirydaeB. Y HOBOPOXIEH-
HbIX 3-if rpynmnei: TTH — 28,6% citydaeB. Y HOBOPOKAEHHBIX 4-i
rpymmsl: TedeKT MexoKeTyI0ukoBoi neperopoaku — 11,1% ciy-
gaeB, TTH — 22,2%, nuenoskrazust — 11,1%, KpymHOBECHBIH K
cpoky recrauuu — 11,1%. BblsBieHbl 3HaYMMBbIE pa3Inyusl 10 BO3-
nukHoBenuto TTH (p < 0,05).

3axniouenue. Ynorpebnenue JCAH HeraTuBHO BIIUSET Ha CO-
CTOSIHHE 3/10POBbsl HOBOPOXKAEHHBIX. HeoOxonumo mupokoe BHe-
JpeHre 00pa3oBaTeIbHBIX MPOrpaMM ISl OSPEeMEHHBIX JKEHIINH
TPYIIT BEICOKOTO PHCKA M 00S3aTENBHBIX TOPOIOBBIX KOHCYIbTa-
it 6epemMeHHbIX 0 Bpene kypenus DCIIH.

sk sk sk

METUIIMANOHOBAA ALIMOYPUA Y OEBOYKHU
14 OHEN

MonoBa A.A.

Hay4HbIn pykoBoguTenb: npodeccop
A.N. AMuHoBa

OrAQY BO «[MepBbit MOCKOBCKMI rocyAapCTBEHHbIN
MeauLMHCKUIA yHuBepcuTeT nmenn N.M. CeveHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepcuTeT), Mockea,
Poccus

Knroyesbie criosa: KnuHUYeckul criyval; MemusnmarioHoeas
ayudypusi; eumamuH B12; aunepaMmoHueMusi;
memabornuyeckuli ayudo3s

Axmyanvrocms. MeTUIMaIOHOBAs ALY PUsl — 3TO ayTOCO-
MHO-PEIIECCUBHOE 3a00JIeBaHUE U3 TPYIIITBI OPraHUIECKHX ALHIy-
PHiA, CBSI3aHHOE C HApyIIICHUEM 0OMEHa METHIIMAJIOHOBOM KHCIIO-
Tbl 1 BUTaMuHa B12 Ha ypoBHe nepexona metmiimanoHnin-KoA B
cykiuHUI-KOA, conpoBokaarolieecs HapyeHHeM MeTaboau3Ma
psiia aMUHOKHUCIIOT, )KUPHBIX KUCJIOT C HEYETHBIM YHCIIOM aTOMOB
yIIepoJia U XoJecTeprHa.

Onucanue knuHuueckozo ciyuas. JleBouka,14 nueit, Ha 5 cyTku
YKM3HU PeOEHOK OBUT NepeBe/IEH B OT/ICIICHUE PEaHUMAIIUH B TSDKE-
JIOM COCTOSIHMU C CUH/IPOMOM YTHETEHHS, 1aTOJIONHYECKOl IoTepeit
Mmaccel Tena Ha 14,4% u oxppiikoi. [Tutanue neBouka He ycBauBa-
J1a, B CBSI3M C YeM IIepeBeJieHa Ha IapeHTepaibHoe nuranue. Mac-
ca Tena npu poxaeHun 2626 . Ha 14-¢ cyTku peOGEHKa repeBenu B
MOpPO30BCKYIO IETCKYIO TOPOJCKYIO KIMHIYECKYIO OONBHUILY B TS~
JKETOM COCTOSIHUM M Maccol Tena 2579 . OTmeyanoch yMeHblIIe-
HHE MBILIEYHOTO TOHYCA, pe(IeKChl HOBOPOXKIEHHBIX OBLIH OCIIa-
OsieHbl. B OMOXMMHUYECKOM aHalM3e KPOBU: TIOBBILIEHHUE YPOBHS aM-
MOHUSI 316 MMOJIB/JI, OBBIIICHUE JTAKTATACTHIPOreHassl 656 ME/n
u kpearnHpochokrHaszel 248 ME/n. B anani3e Moun MOBBIILICHHE
YPOBHSI METHIIMAJIOHOBOM KUCIOTHI 10 10510 MM/Monb 1 MeTII-
mutpara — 10 121 MM/mons. TIpu TaHneMHON Macc-crieKTpoMe-
TPHHU BBISIBJICHO TOBBIILICHUE MPONMOHMIKAPHUTHHA, CBOOOIHOTO
KapHUTHHA, TaJIbMUTOWIKapHUTHHA. PeGEHOK OBbLI MPOKOHCYIIBTH-
POBaH HEBPOJIOTOM U SHIOKPHHOJIOTOM — OBLI ITOCTABJIEH JIHarHO3:
HAaCJIe/ICTBEHHas 00JIe3Hb OOMEHa, METHIMAJIOHOBAS AllUTyPHSL.

Ha ¢one mpoBoanmoii Teparnuu BuTaMiuHOM B12, ximopumom
KapHUTHHA COCTOSHHUE PEOEHKA YIydIINIOCh, PE(IEKCH BBI3bIBA-
JIUCH JIy4YIlle, MBIIICUHbII TOHYC HOPMAJIU30BaJICs, MUTaHUE peOe-
HOK HayaJl yCBauBaTh U NPUOABIATH B BECe.

3aknouenue. MeTunmManoHoBas alutypust — Tsbkénoe 3a60-
JIeBaHUe, XapaKTePU3yIONIeecs] BEIPAKEHHBIM METa00INIEeCKUM

aIu1030M, THIIEPaMMOHUEMHUEH, B pe3ysibTaTe KOTOPOTO Yy IMalu-
€HTOB OTMEUAeTCsl MaTOIOrnUecKas HoTeps Beca, 00e3BOKUBAHHE,
HapyIlleHNE CO3HAHUsI, MbIlIeuHas runotonus. [Ipu nabmonenun
TaKOW KJIMHUYECKOW KapTHUHBI, HEOOXOAMMO IPOBOIUTH TaH/IEM-
HYIO0 MacC-CIIEKTPOMETPHIO U ONIPEIENATh KOJIHMUECTBEHHBIN YPO-
BEHb aMHUHOKHCIIOT, @ TAKXKE T€HEeTHYECKOe 00cIIeJ0BaHUE HA BbI-
SIBIICHUE TIATOJIOTHYECKUX COYETaHUH I'eHOB.

KPUTEPUN SHAONEHHOWN MHTOKCUKALIUN
N X AHOOPMATUBHOCTb

MPU NATONOIMNMYECKUX NMPOLIECCAX

Y HOBOPOXOEHHbIX

Mpueanosa E.10., Ocagyas C.C.

Hayu4HbI pykoBOogUTEND:
npodc. B.A. Be3kapaBalHbIN

®IrBOY BO «JlyraHckuin rocyaapCTBEHHBIN MEQULIMHCKUN
yHuBepcuteT umenn Ceatutens Jlykn» Munagpasa Poccu,
Jlyranck, Poccus

Knouesnie crioga: HOBOPOXOEHHbIU; UHOEKChbl 3HO02eHHOU
UHMOKCUKayuU, KIUHUYECKUU aHanus nepugepuyeckol
Kposu

Axmyanvrocme. 11 paHHeW TUarHOCTUKY YHIOT€HHOM HH-
TOKCHUKaAIlUKU MIpU l/lHq)CKIll/IOHHO-BOCHaﬂI/ITCHbelX rnponeccax y
HOBOPOX/IEHHBIX JIeTel HeOOXOINMBbI HOBBIE METOJIUKH OIIpe/e-
JICHUS UX TSKECTH.

Llenv: onpenenuTh 3HAYNMbIE KPUTEPUH OLIEHKH YPOBHSI 9H-
JOT€HHOW MHTOKCHUKAIINH B IMHAMHKE 3a00JIeBaHUSL.

Mamepuanst u memoowi. TIpoBenen ananus 160 ucropuit 60-
JIC3HU HOBOpO)K}J,éHHI)IX, HaXOOUBLIUXCA B OTACJICHUH I1aTOJIOTUH.
CcopmupoBaHb! 2 TpyNIibl HOBOPOXKIEHHBIX JAETEH B 3aBUCHMO-
CTH OT ATHOJIOTUHU TATOJOTHYecKoro mnpouecca. Ilepsyro rpym-
Iy COCTaBHJIM HOBOPOXKIEHHBIE ¢ HHPEKIIMOHHOW ITaTOIOTHEH.
Bo 2-1o rpymnity Bouuiu AeTH ¢ HeMHPEKITHOHHOHN MaToIOrHEeH.

BrimonHena cratuctTiuyeckas 00paboTKa AaHHBIX KIMHHYE-
CKOro aHaym3a rnepudepuyeckoil KpOBU HOBOPOKIEHHBIX JICTCH.

Pezynomamut. ChopMynupoBaHbl pacu€THbIC HHIEKCHI TeMO-
rpamMMbl HOBOPOX/IEHHBIX JIeTeH, HAXOUBIINXCS B OT/ICJICHUH T1a-
TOJIOTHH: HArpy304YHBIA SPUTPOLMTAPHBIA KOIDPHUIIEHT, UMMY-
HO-TMM(OLUUTAPHBIN MOTEHIMAT. Beaymmmu mokaszaresiMu, Xa-
PaKTEPU3YIOLUIMMH BHIPAKEHHOCTh YHJIOTEHHOH WHTOKCHKALNH,
CUHUTAIOTCA HCﬁKOuHTaprIC HWHACKCHI: HHACKC COOTHOILICHHS JIen-
xouutoB U COD, nnnekc Kpebdea, saepHblii HHIEKC 9HI0TOKCHUKO-
3a. Pacu€r uHTErpanbHbIX HHAEKCOB SHA0TCHHON HHTOKCHKALIUI
Yy HOBOPOXIEHHBIX |-H TPYIITBI MO3BOJMI BBISIBUTH 3HAYUMOCTD
MHQPEKIIMOHHON WHTOKCHKAIMK. Y 3THX OOJbHBIX MH(OpMATHB-
HBIMH OBUIH CIIEAYIOLIHE TOKA3aTeNIN: MOAN(GHUIIMPOBAHHBIH JTei-
KOI[UTAPHBIN MHAEKC MHTOKCUKAIINHU, PEAKTUBHBIA OTBET HEM-
TPO(UIIOB, UHAEKC C/IBUTA JIEMKOLIMTOB KPOBH, SIIEPHBIA HHJIEKC
SHJIOTOKCHKO3a. Y HOBOPOXKAEHHBIX JeTell ¢ HeMH(EKIHMOHHOM
[IaTOJOTHEH 3HAYMMBIMK OBUIN TaKUe TI0Ka3aTelH, KaK Harpy304-
HBII SPUTPOLUTAPHBIA KOAPPHUIIMCHT, JTCHKOIUTAPHBIA HHJEKC
MHTOKCHKAIMHU, TUM(OIUTAPHO-TPAHYTOUUTAPHBIA HHIEKC, WH-
nexc [apkaBu u unnexc Kpebca.

3akarouenue. TlonydyeHHbIE JaHHBIE MOTYT OBITh UCIIOIB30BA-
HBI B KQU€CTBE JIOMOJIHUTEIILHBIX KPUTEPUEB OIPE/ICIeHHS HHTOK-
CHKAIIM¥ B 3aBUCUMOCTH OT ITHOJIOTHH 3200JI€BaHUS, a TAKKE T0-
3BOJISIT OIICHUTH APPEKTUBHOCTD MPOBOUMON TEPATTHH.

k 3k 3k
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FMMrAHTCKAA HE3PEJNAA TEPATOMA IIl TUMA
Y HOBOPOXOEHHOIO PEBEHKA

MponnetkuHa K. ., Cokonosa M.A., 3a6noea U.10.,
Xoxnosa A.I.

HayuHbI pykoBoauTens: goueHT E.A. CapkucsaH

OrAQY BO «Poccunckuin HaumoHanbHbIA
nccnenoBaTenbCKU MeQULMHCKUI YHUBEPCUTET NMEHMN
H.W. Muporosa» Munsgpasa Poccun, Mocksa, Poccus

Knrouesbie criosa: kKnuHu4eckuli criydal; HO80POXOEHHbIE
demu; Kpecmuyo80-Korn4ukosas mepamoma, HedepxaHue
Moyu

Axmyanvnocmo. KpectmoBo-komuukoBasi Teparoma (KKT)
— penkas popma SMOPHOHAIBHON OITYXOJIM, BCTPEUAIOIIAsCs
HNPEUMYILIECTBEHHO Y eBOUeK. OCHOBHBIM METOJIOM JTHArHOCTH-
ku KKT sBisiercs npeHaranbHOE yIbTPa3BYKOBOE UCCIIEOBAHNE
(Y3WM). Anst Bu3yanu3anuu o0pa3oBaHus B IOCTHATAILHOM HIEpH-
0Jie MPOBOJIUTCSI MArHUTHO-pe30HaHCcHas Tomorpadus (MPT), o
JaHHBIM KOTOPOH, B 3aBUCUMOCTH OT IPeoOIIaiaHusl Hapy>KHOTO
WU BHyTpeHHero koMmoHeHTa, BeinessiioT 4 tuma KKT. Tlocne
yaanenuss KKT HeoO0xoauMo e€ rucToNorn4eckoe HCCleI0BaHue,
OIPEIENAIONIEe CTENEHb 3PENOCTH KIETOK, 00pa3yIOuX OIyX0lb.

Onucanue xknunuueckozo cayuas. Jlesouka . or 1-ii Gepe-
MEHHOCTH, 1-X ponoB Ha 29-Ii Hezene MyTeM SKCTPEHHOIO Ke-
capeBa ceyeHHUs. AHTeHaTanbHO pu Y3U ObUIO IHAarHOCTUPO-
BaHO 00bEeMHOE 00pa30BaHUE KPECTIIOBO-KOMYMKOBOM 00JIaCTH.
Macca Tena npu poxaenuu 1190 r, nuna tena 35 cM, oneHka
no mkane Anrap 6/7 6amioB. CoctosHue pedéHka Tsxénoe, 00-
YCIIOBJICHO KapAUOpeCIUPaTOpHBIMU paccTpoiictBamu. IIpu oc-
MOTpE B KPECTIOBO-KOITYMKOBOW U MPABOW STOANYHON 00IACTSIX
ompezersuioch oopazosanne pazmepamu 10 x 4 cMm, mpy majbIa-
[IUH TUIOTHOJIACTHYECKOM KOHCUCTEHIHH, Oe300ne3HenHoe. [Ipu
OMOXMMHYECKOM HCCIICIOBAaHUU: YPOBEHb alib(a-heronporenHa
(ADIT) 166 000 ur/mr, XoproHn4yeckoro ronagorponuHa (XI')
3,5 MEJl/mi. IIpu MPT BeisiBnena KKT III tumna.

Ha 3 cyTkH H3HU MPOBEJCHO ONEPaTUBHOE JIeYeHUE OOJb-
HOH. [TepBbIM 3TaroM BBINOIHEHA JAAPOTOMHUSI: BU3YaJIHM3UPOBa-
Ha OIyX0JIb, 3aHUMAIOIIasi BCIO OPIOIIHYO 1oocTh. [IponsseneHo
e€ BBIJIETICHUE U3 OKPY’KAIOLINX TKaHEH, o0lre pa3mMephl cocTa-
BuiH 110 10 % 8 cm. [lasiee BBINOIIHEHO yaleHNe IPecaKkpaIbHO-
IO KOMIIOHEHTa, OOHapyXKEHO, YTO TepaToMa, Cy»KasiCh, yXOIUT B
MaJIBIi Ta3, TO €CTh UMEET BUJI «IIECOYHBIX YacOB». YIaJCHHBIH
Marepuajl HalpaBJieH Ha TUCTOJIOTUYECKOE UCCIIEIOBaHHE — JTU-
arnoctupoBana Hespenas KKT, grade 3. PeO8HOK KOHCYIBTHPO-
BaH oHKoJsioroM. [Ipu moBTopHOM 00CIIEI0OBaHNHU B Bo3pacTe 4 Mec
NPU3HAKOB PELM/MBA OITyX0iH 1o faHHeiM MPT He BbIsiBIIEHO, Ha-
6monanocs cHmkeHue yposHs ADIT u 6era-XUI. B teuenue no-
ciielyronux 3 jget peOEHOK HEOAHOKPATHO oOpalialics ¢ xanoba-
MU Ha HeJlep)KaHHe MO4YH. B Bo3pacte 4 JieT ¢ Hesiblo MOJEIHpPO-
BaHMS YTPAYEHHOTO MEXaHU3Ma MOUEHCITYCKaHHs JIeBOYKE Oblia
BBIIIOJTHEHA UMILIAHTALNS BPEMEHHBIX JIEKTPOJOB U HEHpo-
CTUMYJIALUUA CIIMHHOI'O MO3ra, 4YTO IMO3BOJIMJIO YIYy4YIIHUTh q)yHK-
LUI0 JeTpy3opa (Ha (oHe NepHOIMUECcKOl KaTeTepu3allul Moye-
BOTO ITy3bIpsi THEBHOE HEylep)KaHHe MOYH UMITEPaTUBHO | pa3 B
HEJeIT0, HOUHOE — 10 3 pa3 3a HOUb €XKEITHEBHO).

B Hacrosmii MOMEHT peOEHOK HaOIFOIaeTCsl aMOyIaTOpHO,
HPOXOAUT BeCh KOMILIEKC 00CIeIOBAaHN B AEKPETUPOBAHHBIE CPO-
KU, IPU3HAKOB PelUANBA 00pa30BaHUS HET.

3axniouenue. Ynanenue KKT HeoOX0AUMO BBIIOJIHSTH B paH-
HUE CPOKU Iocie poxaeHus pedbénka. [Ipu rucronorudyeckoil Be-
pudUKaIUIH HE3PEIOH OIyX0IH HeOOX0ANMO ANHAMUYECKOE Ha-
OJrofieHNe y OHKOJIOTA, BBINOJHEHHE KOMILIEKCa J1ab0paTOpHBIX

M MHCTPYMEHTAJBHBIX 00CIEI0OBAHUI C IENTBI0 JHATHOCTHKH pe-
[MIMBa 3a00I€BaHusI.

OCOBEHHOCTU TEYEHUA BOCMNAINUTEJIbHbIX
3ABOJNIEBAHUA KULLEYHUKA HA ®OHE PA3HbIX
MPOTOKOJIOB JNNIEMEHUA

Pumckas A.M., fl6nokoBa E.A., BopucoBa E.B.

HayuHbIn pykoBoguTenb: akagemuk PAH,
npocpeccop A.B. Nopenos

OIAQY BO «[epBbit MockoBckuii rocyaapCTBEHHbIN
MeauLMHCKUA yHuBepcuteT numeHn .M. CeueHoBa»
MwuH3gpasa Poccum (CeuveHoBckuii yHuBepceuTeT), MockBa,
Poccus

Kriroyesble crioea: 0emu; eocrianiumesibHble 3aboresaHusi
KuweyHuka; 6one3Hb KpoHa; s138eHHbIU KONum; 2eHHO-
UHXeHepHasi buosioeuyeckas meparnusi

Axmyanvrocms. SI13BeHHbli konut (SIK) u 60ne3ns Kpona
(BK) — camsie rposubie hopmbl naronorun JKKT, BeIpakeHHO
CHIDKAIOIINE Ka9eCTBO KM3HU OONBHEIX. [losiBIeHne Onomormye-
ckoit repanuu ([BT), obnanaroieii TapreTHBIM BO3/ICHCTBUEM,
M3MEHMIIO TTaTOMOP(] 03 3THX OOJIe3HEH.

L]eny: onpenenuTb KIMHUYECKYIO CTPYKTYPY BOCHAIUTENb-
HBIX 3a00neBanuii kuieunuka (B3K) ¢ npumenenuem kinaccuue-
ckoii Teparuu (KT) u TUBT.

Mamepuanvt u memoowi. IIpoBeIEH PETPOCTICKTUBHBII aHa-
nmu3 163 ucropuit 6one3nu noapoctkoB ¢ B3K, HabmonaBmmxcs
B niepuof ¢ 2018 no 2023 . [TanueHTs! ObUIH pacrpe/iesieHbl Ha
4 rpynmnsl, B 3aBUCUMOCTH 0T (opmbl natostorun — K umu BK
u noityuenusa KT nwmu 'UBT.

Pesynomamer. Y13 71 nauuenra ¢ K 50 (70,42%) nomyyanu
KT u 21 (29,58%) — I'IBT, u3 92 nanuentos ¢ BK 42 (45,65%)
nonyvamu KT u 50 (54,35%) — I'UBT. Jedunut pocra >—1 SDS
65611 BO Beex rpymmax, 2 — mis SK (4%) u SIK + TUBII (9,52%),
5 — g BK (11,9%) u BK + TUBT (10%). dedunur Beca > —1
SDS 6611 BeisiBieH y 5 (10%) ¢ AAK u 4 (19,05%) ¢ SIK + TUBT,
12 (28,57%) ¢ BK u 17 (34%) ¢ BK + TUBT. 1306bITOK Macchl Tema
>2 SDS ormeuen npu K — 2 (4%) u SAK + TUBT — 1(4,76%),
npu BK — 3 (7,14%) u BK + TUBT — 1 (2%). Bce namuenTs! ¢
SK nonyuaror 6a3uCHYIO TEpanMio MpenapaTamMmu S-aleTUIICan-
itoBoit kuciotel (5-ACK), cpennsis no3uposka 50,04 u 53,49 mr/
kr npu K u SK + T'UBT coorBercrBenHo. 21 (42%) yenoBek ¢
SK nomyuyaer ummyHocynpeccopsl, 19 — azarnonpus (Asa), 2 —
metorpekcar (Met). B rpynmne SIK + I'MBT 13 (61,9%) nauuen-
TOB npuHUMaroT A3a — 12, 1 — Mer. 20 nony4aror ajarumMmymad
(Ana), 1 marmenT — Beponusymad. s 2 (9,52%) 310 2-st nuHus
I'MBT. B rpynne BK 25 (59,52%) nauuentoB noiy4aroT Asza, B
rpynne bK + I'MBT nmmyHocynpeccuBHas Tepanus Ha3HaueHa
32(64%) nmanuentam, u3 HuX 20 nomyyaror Azan 12 — Mer. [lo 1
MAIMEHTY MOTYyYal0T HHPIUMKCUMAO U yCTeKnHYMa0, 2 BETOIH3Y-
Mmab, 46 Ana. s 6 (12%) sto 2 nunwMs.

3axnrouenue. Iarments ¢ BK nomywaror ['MBT B 2 pasa ya-
me, yeM npu SK. 3anepxka pU3nIecKkoro pa3BUTUS OTMeUalach
npu bK, uTo cooTBeTcTBYET MHPOBBIM AaHHBIM. [lanuenTst ¢ SAK
npuauMaioT 5-ACK Ha ¢one [MBT B 1eisx KaHIepONPEBEHIINH.
Mer nosny4asnu npu Ae0rTe 3a001eBaHusI ¢ CYCTABHOTO CHHJIPO-
Ma, U3Ha4aJIbHO 110 MOBOAY IOBEHUJIBHOTO MMONATHYECKOIo ap-
TpuTa. Ala — caMblil HCTIONB3YEeMBbIi penapar pakropa HeKpo3a
onyxonu-o. Heckonbko vame nepexmodenus I'UBT mpoucxonsat
npu BK. Brenpenue I'IBT usmenuno crpareruto Jedenus B3K
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Y BHECJIO BKJIAJ B YIyYIIEHHE JOJIT0OCPOYHOTO mporyHosa. Ho mo-
SIBJISTIOTCS HOBBIE BOIPOCHI O MIEPCOHATM3UPOBAHHBIX CTPATETHAX
nedenusi, norepu orseta Ha [ UBT u orpannyennoe uncio mpe-
[aparoB y AeTei, uTo TpeOyeT JaabHEHIIero aHauinu3a TeUeHus 1
neuyenus B3K B apy I'MIBT.

KNMUHUYECKWUN CNYYAN OEBIOTA BONE3HU
KPOHA Nnofa «MACKOW» FKOHOLLECKOIO APTPUTA

PymsaHues M.A.", Yyikosa E.O.', Kpuynuna T.FO."?

HayuHble pykoBoauTenu: uneH-kopp. PAH,
npodeccop E.WN. AnekceeBa'?, oOKTOp Mepn. HaykK
T.M. ABopsikoBckas, goueHT E.I. Ynctakosa'?

'®IAOY BO «[NepBbit MockoBCKuiA rocyAapCTBEHHbIN
MeauuuHckun yHusepcuteT nmenn U.M. CeueHoBa»
Mwun3agpasa Poccum (CedeHoBckuin yHMBepcuTteT), Mockea,
Poccus;

2OrAY «HauunoHanbHbI MeOULMHCKUIA UccnenoBaTenbCKui
LeHTp 3gopoBbs aeten» MuHagpasa Poccun, Mockea,
Poccus

Knouesbie criosa: knuHu4eckul cryyval; demu; 6051e3Hb
KpoHa; roHoweckuli apmpum; cycmagHol CUHOPOM;
KUWEYHbIL CUHOPOM

Axmyanvrocmo. KnuHnueckast KapTHHa IOHOILIECKOTO apTpUTa
6€3 CHCTEMHBIX IIPOSBICHUN BKIIIOYAET B ce0sl HaIuuKe aKTUBHOTO
cycraBHoro cunapoma (CC) u u3MeHeHHH 110 JaHHBIM JlabopaTop-
HBIX ¥ HHCTPYMEHTAIIBHBIX HccienoBanuil. Teuenue 6onesnu Kpo-
Ha (BK) MOeT conpoBOXIaThCsl BHEKUILICYHBIMH MTPOSIBIICHUSIMH,
B ToM uncie Hannunem CC. BK Hepenko pacuieHuBaroTcs Kak ca-
MOCTOSITENIbHOE 3a00/I€BaHUEe, YTO IPUBOJUT K THIIOIATHOCTHKE
BK 1 Ha3HaueHUIO HealeKBaTHOIO IaTOrEHETUYECKOrO JICUCHUSL.

Onucanue kaunuveckozo cayuas. Mansauk, 17 net. Hacnen-
CTBEHHBII aHAMHe3 He OTATOmEH. [leOroT 3a0o01eBanus B HOsIOpe
2016 r., Koraa BIEpBbIC MOSBUINCH OTEK U OOJIb B JICBOM TOJIe-
HOCTOITHOM CyCTaBe. B anbHeiieM — MmoBTOPHBIE SMHU30/bI 000-
crpennst CC B ¢eBpae, anperne u Mae 2017 . B Tepanuu — HecTe-
pouaHble npoTuBoBocHanuTensHble npenaparsl (HIIBC) ¢ addex-
toM. Jletom 2017 1. — oGocrpenne CC, pa3BuTHE MOJIUAPTPHUTA,
(beOpuIbHO TUXOpaIKu, MAIBIKMK He X0/, B Tepanun HITBC ¢
pa3BUTHEM KHILIEYHOTO KpoBoTeueHus. [1o TaHHBIM KOJIOHOCKO-
MMM — 3PO3UBHBIN KONUT. JlaboparopHo — ypoBeHb C-peakTuB-
Horo 6enka (CPB) noseiien 1o 4 HopM. B Tepanuu — cynbda-
canaszu (CC3), kpoBeoCcTaHABIMBAIOIIUE IIpenaparsl ¢ b Qek-
toM. CC3 oTrmeHEH camocTosTenbHO B (eBpaie 2018 . B ssuBape
2019 r. — yxymueHue coctosinus, nporpeccupoBanue CC, pe6é-
HOK T'OCTIUTAIM3UPOBaH B cTanonap. [Ipu nocrymieHun — cum-
METPUYHBIA apTPUT C MOPA)KEHUEM TOJIEHOCTOIHBIX, KOJECHHBIX,
Ta300eAPEHHBIX CyCTaBOB, MAJIBUUK HE CTOMUT, HE XOJUT, KaJIOObI
Ha 0OJIH B JKHBOTE, JIeueHUe He nonydaeT. IIpu obcnenoBanuu —
aHemust, nmoseimenue yposus CPB no 29 mr/xn, yckopenne COD
110 46 MM/4, pekasTbHbIH KaablIPOTeKTHH — 466 MKI/T. TTo pe3yib-
TaTaM KOJIOHOCKOIMHU ycTaHOBIEeH quarto3 bK. YuursiBas aktus-
Hocth CC, Teuenne BK, Manpunky MHUIIMEpOBaHA Teparus agaliu-
mymabom. Ha ¢one neuenus kynuposan CC, HOpMaJIN30BaIUCh
J1a00paToOpHbIE 10KA3aTeNIM aKTUBHOCTU O0JIE3HH, IIPU KOHTPOJIb-
HOM KOJIOHOCKOITUHM — COXpaHEHHe NPU3HAKOB akTuBHOCTH BK, B
CBSI3M C YeM B Teparnuro JooaBieH Mecaiasud. Ha ¢pone vero mo-
CTHTHYTA U COXPAHSETCS PeMHCCHS 3a001eBaHNsI.

3axmouenue. Ilpu 00CcIeOBaHUY MTAIMEHTA C TOAO3PEHUEM
Ha IOHOILLIECKUI apTpUT NPU HAJIMYUH OTATOILEHHOTO CEMENHOTO

aHaMHe3a M0 BOCMAIUTENILHBIM 3a00JieBaHusIMHU kuiieuHnka (B3K)
W/WH kano0 Ha OOJIHM B KHBOTE W/WIIM HAPYILICHHE CTYJIa, BBICO-
KOH J1ab0paTOpHOI aKTUBHOCTH, SIBHO HE CBSI3aHHOM C KIIMHHYE-
CKUMH TIPOSIBIICHUSIMH apTPUTA, TPOTOKOJI 00CIIEIOBAHHUS IOJKCH
BKJIIOYaTh MCCIIe0BaHM Ui HckitoueHus Tedyenns: B3K. Borss-
nenne B3K B xone o6cienoBanus BauseT Ha BEIOOP TAKTUKY Jie-
YEeHUsI U BEICHHS TTalleHTa.

OCOBEHHOCTU TEMEHUA CUHOPOMA
rONbAEHXAPA

CaBateeBa O.U., Bacunbes U.C.

HayuHbIN pykoBoguUTenb:
KaHA. mea. Hayk E.A. CapkucsiH

OrAQY BO «Poccuinckuin HaumoHanbHbIn
nccnenoBaTenbCkuii MEAULMHCKUA YHUBEPCUTET UMEHN
H.N. Muporosa» Munsgpasa Poccun, Mocksa, Poccusi

Knouesnie criosa: demu; cuHOpom [onsO0eHxapa;
OKY/J10-aypuKyno-eepmebparibHbili criekmp

Axmyanvrocms. OKyno-aypHuKylo-BepTeOpaabHas TUCIIa-
3us (curapom [onbaenxapa, OAV) — peakoe BpoxaEHHOE 3a00-
JIeBaHHE, PA3BUTHE KOTOPOTO CBSA3aHO C MATOJIOTHEH TPOU3BOJHBIX
1-2 xxabepubix nyr. Yacrora cunpoma Bappupyer ot 1 : 3500 1o
1 : 5600 >xuBOpPOXKIEHUM, Uale y AeTel My>KCKOro mona. Xapax-
TEPHBIMU TPOSIBJICHHUSMH SIBJISIOTCS] TOPOKH Pa3BUTHS YIHBIX pa-
KOBUH, YEIIFOCTHBIX CTPYKTYp. Hapsiny ¢ onrcaHHBIME TIOPOKaMH
HaOMIONAIOTCS TOPAKEHUS U TTOPOKHM PA3BUTHUS JPYTHUX OPraHOB
U CHCTEM, UTO 3aTPYIHSIET JUAarHOCTHKY.

L]ens: onpenenuTs BIUSHUS NEPUHATATIBHBIX (HaKTOPOB PHU-
cka Ha pazButue OAV M KIMHUYECKUX TPOSBICHUI JaHHOH na-
TOJIOTHH.

Mamepuanvt u memooul. IIpoBenieH peTPOCIIEKTUBHBIH aHa-
mu3 17 marenTtoB ¢ OAV, rocniuranm3upoBansbix B 2017-2023 T
Cpennsist Mmacca Tena npu poxaeHuu 2958,571 £ 77,59 (2875) 1,
quinHa Tena 49,357 £4,361 (50) cm. Cpenuuii BO3pacT NOCTaHOB-
ku quarnosa 308,4 + 65,23 (55,4-299) nueii.

Pesynomamur. Y Bcex aereil IpU3HAKU CUHIPOMAJIBHOM I1a-
TOJIOTHH BBISIBISUTACH C POXKIIeHUL. JleTH oT MaTepeii ¢ OTAromEH-
HbIM akymepckuMm (OAA), runekosoruueckum (OI'A), comaru-
yecknM anamHe3oM (OCA). OCA BeisiBien y 9 (52,9%) uemnosexk,
OAA —y 10 (58,8%), OTA — y 4 (23,5%), OTATOLIEHHbIH HH-
(exnponHbli anamHe3 —y 5 (29,1%), BcioMoraresbHble perpo-
JYKTHBHBIE TEXHOJIOIMU IpuMeHeHsl B 2 (11,7%) cinydasx. He-
CMOTpsI Ha YaCTOTY BCTPEUAEMOCTH ONPENeNEHHBIX CUMIITOMOB,
KIIMHUYecKas KapTuHa y neteid ¢ OAV Obuta pazHoid. OKyJsipHbIC
AQHOMAJIMM BBUIBISUIHCE Y 9 (52,9%) yenoBek, aypuKyIspHbIe —
15 (88,2%), anomanuu auna — 13 (76,4%). Cpenu HOpokoB pas-
BUTHA I71a3 Yallle BCEr0 AUArHOCTUPOBaAIach KOJI0OOMa BeKa — B
4 (23,5%) ciryuasx, runoruiazus opoutsl — B 2 (11,7%). Cpenu
MIOPOKOB pa3BUTHsA yxa: Mukporus —y 12 (70,5%) uenosexk, me-
puaypuKyIsIpHBIe MeTKH — Y 7 (41,2%), arenesus CiryxoBOro mpo-
xoma — Yy 6 (35,3%), Tyroyxocts — y 8 (47%), TeMUTHITIOIUIA3HS
mua —y 9 (52,9%), mukpornotus — y 5 (29,4%), pacuienuna
HeOa —y 2 (11,8%), BepTreOpaibHble IaTOIOIUU B BUIE MHOXE-
CTBEHHBIX MOJIYNO3BOHKOB — 3 (17,6%), BpOsKAEHHBIE TOPOKH
cepaua —y 7 (41,2%), mouenonosoii cuctemb — y 2 (11,8%),
3a/IepKKa TICUXOMOTOPHOTO pa3BuTHI — Yy 3 (17,6%).

Bv1600b1. OAV 4acTo qUarHOCTHPYETCs y IeTel OT Marepeit
c OAA, OI'A, OCA. ®eHoTunIMUECKOE Pa3HOOOpa3ue 3aTpyaHs-
eT panHio0 quarHoctuky OAV. BrisiBieHHE aHOMAU 3pUTEIb-
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HOTO, CIIyXOBOT'O aHAJIN3aTOPa, YSIFOCTHO-JTHUIIEBOW CHCTEMBI SIB-
JISTFOTCSI OCHOBHBIMU KJIMHUYECKHMU TIPOSIBJICHUSIMH, HO HE HC-
KJIFOYCHO MOPaKCHUE IPYTUX CTPYKTYp. PaHHSS AMarHOCTHKA U
KOPPEKIHsI THX (OPM ITaTOJIOTUH TOMOXKET YIIyUIINTh Ka4€CTBO
JKM3HH OOJIBHBIX.

®EKANbHbIW KANbNPOTEKTUH B KAYECTBE
NPEAUKTOPA NEP®OPATUBHOIO
HEKPOTU3UPYIOLLEITO SHTEPOKOJIUTA

Y rMyB0KO HEAOHOLLUEHHbIX
HOBOPOXAEHHbIX

CaBenbeBa E.1."

HayuHble pykoBoAuTenu: KaHg. Me. HaykK
A.A. Nénowkuna', goueHT O.A. Kpor-MeHceH'?

'®OrBY «HaumoHanbHbI MeOULMHCKUIA UccrnenoBaTenbCKUi
LEeHTp aKyLlepcTBa, IMHEKONOMUN U NEPUHATONOMMN UMEHMN
akagemuka B.W. Kynakosa» MuHagpasa Poccuun, Mocksa,
Poccus;

20IrAQY BO «[epBbii MockoBCKkuiA rocyqapCTBEHHbIN
MeaMLUHCKUIA yHuBepcuTeT nmeHn N.M. CeveHoBa»
MwuHsgpaBa Poccumn (CeveHoBckuii yHuBepeuTeT), Mocksa,
Poccusi

Knroyesnie criosa: chekarnbHbIl KanbrnpomeKmuH;
HEeOOHOWEHHbIE; HeKpOmMu3upyrowuli 3HmepokKonum

Axmyanvrocms. Ilepdoparst KMIeYHNKa IPH HEKPOTU3UPYIO-
meM sHTepokonute (HOK) y HeoHOIIEHHBIX HOBOPOXKIEHHBIX ac-
COLIMUPYETCsl ¢ BBICOKON 4acTOTOM HeOIaronpusTHBIX MCXOAOB.
IporuozupoBanue THKENOTO TedeHUst 3a00IeBaHHs 10 MOMEHTA pe-
ITM3aIHN epopaniy ABISIETCS OJHON M3 TPHOPHTETHBIX 33/1a4.
®dekanbHblil KTbIPOTeKTHH (Cp) SIBISIETCS TOTEHIIMAIBLHBIM Map-
KepOM BOCHAJICHHs B KUIIEYHHUKE, OHAKO JAHHBIX O €TO MPEAUK-
TUBHOMW 3HAYMMOCTH Y HOBOPOXKIEHHBIX KpaliHEe MaJlo.

Lens: onpenenuTs NPOrHOCTUYECKYIO 3HAUUMOCTb U3Me-
Henuii ypoBHe#t Cp npu nepdoparusaom HOK y HemoHOIIEH-
HBIX JIETEH.

Mamepuanvt u memoosi. I[IpocieKTHBHOE KOTOPTHOE HCCIIe-
JOBaHME, BKJIIOYABIIEe HEIOHOIICHHBIX JETeH IeCTallMOHHOTO
Bo3pacta < 33 Hej w/uiau Maccoit tesa < 1500 I, HOCTynuBIIUX
B 1-if yac »xu3nu B OPUTH, B nepuox 01.09.2021-01.12.2023.
Kputepun HCKIIOUSHHS: MHOKECTBEHHBIC TIOPOKH PA3BUTHUS H
XpOMOCOMHBIe aHoMasiu. OTOOp OnoMarepuaa Jijist ucciieI0Ba-
Hus ypoBHs Cp ocyIiecTBisijics Ha 3-1 U 7-¢ CyTKH ku3Hu (NS-
Prime «Alfresa» — nMMyHOKOIOpUTMETpUYECKUi MeTon). Bee
HaLUEeHTH! HAOMIONAJIUCh 10 BBINUCKY U3 CTAllMOHApa, HOoCIe ue-
ro ObUIM pacnpesieneHsl Ha rpynnsl: 1-1 — manuents ¢ HOK,
2-s1 — nanuenTsl 0e3 HOK (Ha ocHOBaHMU MOIM(UIIMPOBAHHOM
mikasbel Bell). CpaBauBanuck abcomoTHbie 3HaueHus: Cp U ero Jiu-
HaMHKH (Pa3HOCTh MEX/1y BEJIMYMHAMH BTOPO# U MEPBOI TPOObI
(ACp). ITpoenén ROC-ananu3 A onpeieneHus: IpOrHOCTHYE-
ckoit 3Haunmoctu Cp.

Pezynomamer. Peanuzanust HOK npousonuia y 11 (14,6%) u3
75 nereit: HOK Illa — n = 6, IIb — n = 2, l1Ib (nepdoparms) —
n = 3. 3HaUNMBIX PA3TUINH B YPOBHAX a0COMOTHBIX 3HadeHni Cp
Ha 3-1 ¥ 7-¢ CyTKH ®u3HU Mexy 1-ii (n = 11) u 2-it (n = 64) rpyn-
HaMu He 0OHapy>KeHO, OJJHAKO Y HOBOPOXKAEHHBIX C pealn3ali-
eit HOK 3nauenue ACp ObUIO MOT0KUTEIBHBIM, a Y OOJIbIINHCTBA
nereit 6e3 HOK — orpunarensasiv: ACp Me =363 mr/r, Q1-Q3
88-442 vs Me = —171 mr/t, Q1-Q3 (—445)—(-49,5) (p = 0,026).
ROC-ananu3 nmokasan BEICOKYIO TIPOTHOCTHUECKYIO 3HAYMMOCTD

ACp B orHomenun nepdoparusaoro HOK: AUC = 0,889, 95%
A1 0,800-0,997, ayBctBuTensHOCTH (Se) = 100%, cnenuduy-
HocTh (Sp) 81,8%; p = 0,02, noporosoe 3Hauenue — 137,5 mr/r.

VYuunrsiBas orpannueHus ananuzaropa (mpu Cp > 70 000 mr/r
pe3yNIbTaT TecTa — KaueCTBEHHBIH «UpEe3MEPHO BBICOKOE 3HAYe-
HUE»), IPOBEIEH aHAJIN3 AUAarHOCTHYeCKol 3HaunMocTu ACp ¢
y4€TOM BceX HOMHUHAIBbHBIX pesynabraroB: Se — 100%, Sp —
81,4%, TounocTh — 82,2%.

3axarouenue. ViccnenoBanne quHamMuky ypoBHsI Cp MOXKET
paccMaTpuBaThCs KaK MEPCIeKTHBHBIN HEMHBA3UBHBIN METOJ Ipe-
Jqukuuy nepdoparusaoro HOK. OnnokparHoe nzmepenue Cp B
paHHEM HEOHATAJIbHOM IIEpUO/IE B HAleH paboTe NpeAMKTUBHOMN
3HAYMMOCTH HE UMEJIO.

®AKTOPbI PUCKA U PA3SBUTUE 3ATAXKHOMN
M'MNEPBUNMUPYBUHEMUU HOBOPOXAEHHBIX

CaBepueHko M.B., TemepTacoBa A.A.
HayuHbin pykoBoguTtensb: C.P. KocuHoBa

OIrbOY BO «TtoMeHCKUI rocyAapCTBEHHbIA MEOULMHCKIN
yHuBepcuteT» MuHsgpasa Poccun, TiomeHb, Poccus

Knrouesble criosa: HeoHamarbHas eunepbunupybuHemus;
OOHOLWEHHbIE HOBOPOXOEHHbIE, aHaMHEe3 Mamepu;
nabopamopHbie 0aHHbIe

Axmyanvrocmy. OIHON N3 aKTyalbHBIX TPOOJIEM MaTOJIOTHU
NepHoia HOBOPOXKACHHOCTH SIBJISIETCSl HEOHATa bHAsK TUIIEPOMITH-
pyOuHemus. B nepuosie paHHel HEOHATATbHOM aJlalTalluy JKell-
Tyxa BbIABIIETCS y 60—-80% HOHOLIEHHBIX AETEH.

Lenv: onpenenuth GpakTOpPbl PUCKA K OCOOCHHOCTH TEYCHUS
3aTSHKHOU TUIEPOHINPYOHHEMHN Y HOBOPOXKIEHHBIX.

Mamepuanvl u memoosi. IIpoBen€H peTpOCTICKTHBHBIN aHa-
13 255 uctopuii pa3BUTHS HOBOPOXKAEHHBIX C CHHAPOMOM I1aTo-
JIOTHYECKOI THnepOMINpyOnHEMHUH, HaXOIUBIIMXCSl HA CTAaLlHO-
HapHOM JieueHUU. Bbiaenena rpynna aereil ¢ quarnosom P59.8
(n =86, 26,6%).

Pezynomamut. JJaHHYIO TPYIITY TPEICTABISIOT TOHOIICHHBIS
HoBOpOXIEHHBIE — 100% (1 = 86). [Ipeobnamanu neTw, pox-
JNEHHBIE OT MEPBOOEPEMEHHBIX MEPBOPOISIINX KEHIINH — 46%
(n=42). Cpennsis onieHka 1o mikajie Anrap 7/8 6amnos. Cpok re-
crauuu B rpymme coctasui 39,15 + 3,04 [37; 41,4] ven. Ipu po-
JKJIEHUU TTOKa3aTesId MacChl M JUIMHBI TeJla cocTaBmin 2778,5 +
249,6 [2370; 4990 r u 49,5 £ 3,52 [47; 60] cm. B anamuese y 60%
(n=51) marepeii ormeuasiach anemus, y 13% (n=11) — yrposa
BBIKAABIA, ¥ 9,4% (n = 8) — recTallMOHHBIN caxapHbIH auader
(I'CI). Octpsie pecniupatopHbie 3aboneBanus (OP3) nepeneciu
11,7% (n = 10) marepeil. Hu y onHOll 13 Matepeil B aHaMHe3€e He
oTMeuasics xonecras, cunapom JKunboepa, renarut. JleOrot xen-
TYIIHOTO CHH/IPOMa OTMeyaJicsi Ha 4-e CyTKH, IoKa3areb olre-
ro OMIMpYyOUHA TOCTUrall CBOMX MaKCUMaJIbHBIX 3HAYEHHH H CO-
craBisit 286 + 37,8 mxmonb/n [53,5; 463,6], Henpsimast ppaxiiust
ommupyouna — 286 + 37,8 mxmonw/n [173,5; 329,7], npsamas —
286 = 37,8 mxmouw/n [3,5; 21,3]. B nepuoa yracaHus KiInHHYe-
CKHUX IPU3HAKOB >KEJITYXU MEAUaHa o0LIero OuImpyouHa cocra-
Bwia 174,9 + 35,5 mxmons/n [42,8; 206,5], Ha poHe GoToTepa-
UM, HenpsiMoi Ounupyoun — 168,7 mxmons/n [27,6; 178,4],
npsiMoit — 3,1 Mxmone/i [4,6; 34,8].doToTeparnus npoBoHIach
y 34% mereii (n = 30), cpenuss e€ MpoIOKUTEIBHOCTh COCTa-
Buia 4 + 2 gus.

3axntouenue. Tlaronornyeckas runepOmMpyOuHeMus vare
PETHCTPUPOBANIACh Y HOBOPOXKAEHHBIX OT MaTepell ¢ aHeMUYHBIM



Poccwuiickuin negnatpudecknn xypHan. 2024; 27(MpunoxeHne 2)

58 https://doi.org/10.46563/1560-9561-2024-27-S2

https://elibrary.ru/ipbzew

V BCEPOCCUNCKM MEOVNATPUYECKMIN ®OPYM CTYAEHTOB M MONOALIX YYEHLIX «BUPTYO3 MEANATPUN»

curapomom, I'CJ], OP3, OAA. JleTsiM ¢ BBICOKUM YPOBHEM OWJIH-
pyOHHa HeoOX0IMMa KOHCYJIbTAIHS Y3KHX CIICIIHATICTOB, 005132~
TEJIPHOE PACIIMPEHHOe 00CIeI0BaHUE ISl UCKIIOUCHUS HHDEK-
LIMOHHON NPUPOJIbI TUNEPOUIUPYOHHEMUN.

%k sk ok

BPEMA NOCTAHOBKU OANATHO3A
N OCOBEHHOCTU OEBIOTA BOJIE3HMN KPOHA
U A3BEHHOIO KOJIUTA Y OETEU

Carosa [.U.", HoceHko K.M.", MpoxopeHkoBa M.O.",
Koponesa O.A.", Opnosa M.A."

HayuHbi pykoBoguTenb: npodeccop A.C. Mortanos'?

'®IAOY BO «[NepBbiit MOCKOBCKMIA rOCYAapCTBEHHbIN
MeanunHCKUA yHusepcuteT nmenn N.M. CeyeHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepcuTeT), Mockea,
Poccus;

20lrAY «HauunoHanbHbI MeQULMHCKUIA NccrieqoBaTerbCKUM
LeHTp 3gopoBbs geten» MuHagpasa Poccun, Mockea,
Poccus

Kntouessie criosa: demu; socriariumeribHble 3abonesaHus
KuweyHuKa; OuazHocmu4veckasi 3a0epXxxKka; 8pemsi
OuaeHoOCMUKU

Axmyansrnocms. ExeroqHo pactér 3a00ieBaeMOCTh BOCIIA-
JIUTENLHBIMU 3a0osieBaHusiME kuieuHuka (B3K), mpu aTom Ha
GosBHBIX B Bo3pacTte a0 20 set npuxonurcs 25% ciayvaes ux Jie-
Orota. [yt COBEPLICHCTBOBAHHS TMArHOCTUYECKOTO TIOMCKA MPH
6one3nn Kpona (BK) u s3sennom konute (1K) y nereit Heooxo-
JMMa pa3paboTKa U BHEIPEHHE B KIIMHUUECKYIO MPAKTHKY MOJIe-
JIM yCKOPEHHS TUarHOCTHKH.

Lenv: onpenenuTs BpeMs AMArHOCTUKK U 0COOEHHOCTH J1e0r0-
ta SIK u BK 11 paspabotku Monenu yckopeHus auarHoctuku bK.

Mamepuanvt u memoowl. O06cnenoBaHo 259 GONBHBIX C OIpe-
JIeNIeHueM Bo3pacTa J1e0l0Ta i CHMITOMOB Ha JTare AUarHoCTH-
94ecKOro noucka. PaccanTano BpeMsi TUarHOCTUKH U THArHOCTH-
yeckas 3ajepkka y oonbHbiX ¢ K u BK. [IpoBenena crarucruue-
ckast 00paboTKa JaHHBIX ¢ MOMOIIBIO iporpamMm «Microsoft Excel
2019» u «IBM SPSS Statistics 26.0.0.0». C ucnonszoBanuem 0u-
HApHOU JIOTHCTHYECKOI PerpeccHu MoCTpoeHa MPOrHOCTHYECKas
Mozenb. OneHka TOYHOCTH MOJIENM U MOUCK ITOPOTOBOTO 3Haue-
HYSI IPOBOIIIIKCH ¢ oMonibio ROC-ananu3a.

Pesyrvmamur. Menuana BpeMenu auarHocTuku npu bK
cocraBuina 7 mec [IQR 3,0-15,5], npu AK — 4 mec [IQR
1-7]. Anarnoctuyeckas 3aaepxkka npu bK cocraBuna Gonee
15,5 mec, npu SJIK — 6onee 7 mec. B ne6rore BK y nereit no
cpaBHeHuto ¢ SIK yame Habmoganuch 6016 B xuBoTe (42,4 1
25,5%; p = 0,005), nepuanansubie usmenenus (7,6 u 0,7%;
p =0,003), morepst Beca (7,6 u 1,4%; p = 0,012), cy6dedbpunu-
ter (10,1 u 2,1%; p = 0,005), BHekuieunsie npossiueHus (10,2
u 5%; p = 0,025). JIns nebrora K y nereii xapakTepHO HaJH-
yue quapeu (51,8 u 24,6%; p < 0,001) u xkpoBu B cryze (61,7
u22%; p <0,001). s yckopenus auarsoctuxu BK Oblia mo-
CTpoeHa OWHapHas JOTUCTHYECKAs PETrpecCHsi, BKIIFOYAIOIIas
KIMHUYECKHE MPOsBICHUS M JaHHbIE aHaMHe3a Ha dTare TH-
arHocTuyeckoro nouvcka. [lomydyennsie K03 GUIUEHTHI Jer-
JI1 B OCHOBY pa3paboTKu MHIAEKca KpacHbIX ¢uaroB BK y ne-
Tei. J{is onpenenenns noporoBoro 3Ha4eHusl, 4yBCTBUTEIbHO-
cty 1 crienuduuHocTr npoBeaéH ROC-ananus. [Tnomans mox
ROC-kpuBoii cocrasuna 0,839 (95% AN 0,79-0,89). 3naueHus
Ooxee 5 6aI0B co cienUGUIHOCTHIO 76% W TyBCTBUTEIBHO-
cThio 73% ykaszbpiBaloT Ha TeueHue bK.

3axniouenue. Jlnarnoctudeckas 3aaepkka rnpu bK y nereit
3HaUUTEIbHO Oobine, yeM rpu SIK. B ne6rore BK no cpaBHeHuo
¢ SIK y nereii yaie oTMevaauch O0Jb B )KMBOTE, IEpHAHAIBHBIC
W3MEHEHHS M BHEKHIIICYHbIC CUMIITOMBL. Pa3paboTka HHCTpyMeH-
Ta 1714 yckopenus auarnoctuku B3K y nereii nonesna yist cokpa-
LIEHHs] BPEMEHU [IOCTAHOBKYU JIMAarH03a U yMEHBILICHUS PUCKA OC-
JIO)KHEHUH U3-3a JUAarHOCTHYECKOM 3a1epKKH.

& ok %

TPAHC®OPMALMA CUCTEMHOIO
IOBEHUITbHOIO MOAUOMATUYECKOIO APTPUTA
B MNCOPUATUYECKUNA APTPUT

CaxwH C.C.", KpuynuHa T.}10.2

Hayu4Hble pykoBoguTenu: uneH-kopp. PAH,
npodpeccop E.U. AnekceeBa'?, AOKTOp Men. HayK
T.M. OBopsikoBckasa™?, goueHT E.IN Yncrakosa'?

'®rAQY BO «[lepBbii MockoBCkuiA rocyaapCTBEHHBbIN
MeaMLUHCKUA yHuBepcuTeT nmeHn N.M. CeveHoBa»
MwuHsgpaBa Poccun (CeveHoBckuii yHuBepeuteT), Mocksa,
Poccus;

20MAY «HauvoHanbHbIM MeaULUHCKUIA UccreaoBaTerbCKui
LleHTp 340poBba aeten» Munsgpasa Poccun, Mocksa,
Poccus

Knrouesbie criosa: KnuHu4Yeckul criy4al; cucmeMHbIU
H08eHUMbHbIU uduonamu4yeckul apmpum; ncopuamu4veckuli
apmpum; 8mopuYHbIll 2eMoghaczouumapHbIl CUHOPOM

Axmyanvnocms. FOBEHUIBHBIH HIMONATUYECKUH apTpUT
(FOMA) — rpynna KIMHUYECKU FeTePOreHHbIX apTPUTOB, Pa3BU-
BaIOIMXCs Y IeTel B Bo3pacte 10 16 JeT, MPpOIoKUTETbHOCTHIO
HEe MeHee 6 HeJl PU UCKIIOYEHHH IPYTOi IMaToJIO0THH CyCTaBOB.
Cornacho knaccugpukannu ILAR paznuuaror 7 BapuantoB FOUA.
HpaBI/IHbHaﬂ IIOCTAHOBKA AMarHo3a BJIUACT Ha BbIGOp TAKTHKH JIC-
YEHUs! U BEACHUS IaLLEHTA.

Onucanue knunuyeckoz2o cayuas. JleBouka, 6 JeT, Haclea-
CTBEHHOCTH 110 PEBMATHYECKUM OOJIE3HSIM OTATOIICHa. Y Ma-
TEpU — PEBMATOMIHBIN apTpuUT. [[eOroT 3a00sieBaHus B MapTe
2019 1. mociie OCTPOTo PECHUPATOPHON BUPYCHON MH(EKIUH.
B nebrote — ¢eOpuiibHast TMXOpPaiKa, ChIllb, TeNaTOCIIEHOMEra-
1M, IOJIMCEPO3UT (TUAPOIEPUKAP, TUAPOTOPAKC), BEICOKAS Jia-
OopaTopHasi aKTUBHOCTb, BTOPUYHBINA reMo(arouuTapHblid CHH-
apoM (BI'®C). Yeranosnen auarnos cuctemHoro FOUA (cFONA),
B['®C. B neueHnn: aHTUMUKPOOHAs Teparusi, UMMYHOTJIOOYJINH
yenoBeka HopmasbHbIN (BBUTL'), BHyTpHBEHHBIC M TIEpOPATIbHBIC
nrokokopTukou bl (I'K), cuMntomariuueckas Tepanusi, METoTpe-
kcar (MTX). Ha ¢one nedenuss — xynuposan B @C, cucrem-
HBIE TIPOSIBJICHUS], HOPMAJIN30BAIMCH JIAOOPATOPHBIE ITOKA3aTEIH.
B 2020-2021 rr. obocrpennit clOUA He ormeuanocs. ['K orme-
Henbl B utoHe 2020 1. [Tocre nepenecénnoi nHGEKIMN B IeKadpe
2020 . — obocrpenne ckOUA, 1o MecTy KUTEIbCTBA HHUIIUHUPO-
BaHa Tepanus Touunzymadom (TOLT), tepanus MTX npogosmke-
Ha. [Ipu nocryruienuu B cranuonap B utone 2021 r. — npusHaku
obocrpenns clOUA, BI'OC. Vuursias HeaddexrusrocTs TOLL,
MTX, I'K, ¢ nenbto kynuposanus akrusHoctu cFOUA u nposs-
nennii BI'®C MHUIUUPOBAHBI KAHAKWHYMAO M IIMKIOCTIOPUH A.
Ha ¢one npoBoxumotii repanuu obocrpenne clOUA u BI'OC ky-
nupoBassl. B tedenue 2 et clOMA BHe obocTpeHus.

B mae 2023 r. Ha KOX€ BOJIOCHCTOI 4acTH IOJOBbI, TYJIOBHU-
1113, HaJl CyCTaBaMH MOSBHIKMCH OJISIIIKH 9PUTEMATO3HO-CKBAMO3-
HOTO XapakTepa ¢ 00pa3oBaHUEM YellyeK H KPYIMHOIUTAaCTHHYATO-
0 Tmenymenus. J[narnocTupoBaH ByIbrapHbIi Ticopuas. s ky-
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[TUPOBAHUSI KOKHOTO CHHAPOMA, IIPEAOTBPAIICHHUSI 000CTPECHUSI
OCHOBHOT'0 3a00JICBaHHSI [IOKAa3aHA HHUIMALUS TePAITHN HHIHOHU-
topoMm JAK-knHa3z — todauntruanoom. LIcA ormenén. Ha gone
KOPPEKIUU TEpaIIUU OTMEYCHA IOJIO)KUTEJIbHAsA AUHAMUKA B BUJIC
KyIHAPOBaHHs KOXKHOTO CHHAPOMA. YUHUTBIBAsI HATMYKE B 1C0I0TE
3a00JIeBaHUsI CUCTEMHBIX MPOsIBICHNH, 3 snu3ona BI' OC, tepars
KaHaKHHYMaOOM IPOIODKEHA B IPSIKHEM 00bEME.

3axnouenue. BriHeCeHHE OKOHYATEIIBHOTO CYXICHHS O JTH-
arHo3e MalueHTa MOXKET H3MCHHUTBCS B ANHAMUKE TCUCHHS 3200-
JICBaHMs, HCO6XO[[I/IM TIuaTeJ'I])Hbli/’I MOHUTOPUHT COCTOSIHUS I1a-
LUEHTA JIJIsl CBOCBPEMEHHOTO MPUHSTHS PEICHHS O CMEHE TaK-
THKH BEJICHUSI.

OUHAMUKA COOEPXXAHUS CEPOTOHMHA
B KPOBUW OETEW NP CEMEWHON
MMEPXONECTEPUHEMUU

CanaxoBa K.P.

HayuyHble pykoBoguTenu: npoceccop
O.U. CagbikoBa, npodeccop P.P. Hurmarynnuaa

drbOY BO «KasaHckuii rocyaapCTBEHHbIN MEANLIMHCKAIA
yHuBepcuteT» Munsapasa Poccun, KasaHb, Poccus

Knrouesbie criosa: cemeliHasi aunepxornecmepuHemMusi;
cepomoHuH; demu; cepdeyHo-cocyducmabie 3abonesaHusi;
amepockiepos

Axmyanornocms. CepOTOHUH SBIISCTCS OJHUM U3 OCHOBHBIX
HelipomeuaropoB. OH OTHOCUTCS K MOHOAMMHAM, KaK U HOp-
aJipeHaNH, 10GaMUH ¥ TUCTaMHUH. BO3IeHCTBYSl Ha CTEHKH CO-
CYIOB, CEPOTOHUH CIIOCOOCTBYET (hOPMHPOBAHHUIO aTEPOCKIEPO-
TUYECKUX OJISIIICK U YCHIIMBAET TPOMOOOOpa3oBaHue.

Lenv: onpenenuTb U3MEHEHUs KOHLEHTpaluil cepoTOHU-
Ha M ero MeTradoJIuTa — S5-TUIPOKCUHHJIOIYKCYCHON KUCIIOTHI
(5-TUVYK) B r1a3me KpoBH U TPOMOOILIUTAX Y J€TEH ¢ CEMEHHOM
runepxonectepunemucii (CI'XC).

Mamepuanet u memoowvt. O6cnenoBano 116 nereii B Bo3pacre
5-17 net. B ocHOBHY!O TpyITy BOLIUIM 58 MAIlMEHTOB C FeHETUYE-
CKU MOATBEPKAEHHOM reTepo3uroTHoii popmoit CI'XC, koTopbie
HE IPUHUMAITY TUTIONHITHIeMIYeCcKre penaparsl. PedepeHTHyo
IPYNITy COCTaBUIN 58 yCIOBHO 310POBBIX JA€TeH, yPOBEHB 00IIe-
TO XOJIECTEpHHA B KPOBH y KOTOPBIX HE MPEBBIIIAT 5,2 MMOJIB/JI.

Pesynomamer. YcnoBHO 310poBbie Aetd U OonbHbIe ¢ CITXC
CYILIECTBEHHO HE Pa3JIMualIuCh [0 BO3PACTY, MOy, BECY H POCTY.
KoHueHTpanuu TUnonpoTeMHOB HU3KOW TNIOTHOCTH — OJTHOW M3
(dhopm xonecteprna B KpoBH y aereit ¢ CI'’XC — Obutn yBennye-
HBI OoJiee 4eM B 2 pasa [0 CPaBHEHHIO C MX YPOBHAMH y JeTel pe-
(bepenTHOM Tpynmbl. [Ipy 3TOM BBISIBICHO 3HAYMMOE YBEITHICHHE
YPOBHEH CEpOTOHMHA B IJIa3Me KPOBH U TPOMOOIMTAX, BMECTE C
nossienreM konnenTpanuii 5-I'MYK y nanuentos ¢ CI'XC no
CPaBHEHHMIO C UX 3[JOPOBBIMU CBEpCTHUKAMU. [Ipu aHanmu3e Obun
YCTaHOBJICHBI TIOJIOXKUTEIIbHBIE KOPPEIISAIIUU MEKIY YPOBHIMU Ce-
poronuHa, 5-' YK 1 0CHOBHBIMU MapKepamMu apTeprUaIbHON pH-
THJIHOCTH COCYIMCTOM CTEHKH: TONIIMHON KOMIUIEKCA MHTUMa—
Mezua o0IIel COHHOW apTepUH M CKOPOCTHIO MyJIbCOBOM BOJIHBI,
a TaK)Ke ¢ HEKOTOPBIMU IapaMeTpaMH JTUIUAI0TPAMMBI (TIOJI0KH-
TEJIbHBIE CBSI3U C YPOBHSIMHU OOIIETr0 XOJIECTEPUHA, JIUIONPOTEH-
HOB HU3KOM TUIOTHOCTHU M OTPHUIIATENIbHBIE — C YPOBHSAMHU JIUIIO-
MIPOTENHOB BBICOKOM IJIOTHOCTH.

3axnouenue. Ceporonut u 5-T'MYK ydactyroT B opmu-
POBaHUM CEPAEYHO-COCYAUCTHIX 3a00JIEBAaHUN aTePOCKICPOTH-
YeCKOIo reHesa yxe B JIeTCKOM Bo3pacTe. CEpOTOHMH U €ro Me-

TaOOJIUTEI MOTYT HCIIOJB30BAThCS KaK JabopaTopHble MapKEPEI
aTepOCKIEPOTUICCKUX U3MEHEHUI COCYINCTON CTEHKH Y JIETeH ¢
MOMOILBIO Pa3pabOTaHHOTO HAMHU OHJIAHH-KaJIbKY/IATOpa pacuéra
OLICHKH PUCKa HEOIArOMPHATHBIX CEPIIEUHO-COCYAUCTBIX (hOpM Ia-
Tonoruu y nereit ¢ CI'’XC.

OCOBEHHOCTW OEBIOTA BOCMANUTESNbHbIX
3ABONEBAHUA KULWLEYHUKA Y OETEWU

Cawmonbiro U.C., Pumckasa A.M.

HayuHble pykoBoautenu: akagemuk PAH,
npocpeccop A.B. Nopenos, npocdeccop C.U. Apaec,
poueHT E.A. fi6nokoBa

SrAQY BO «lMepBbit MOCKOBCKMI roCyAapCTBEHHbIN
MeauLUHCKUA yHuBepeuTeT nmenn N.M. CeyeHoBa»
MwuH3agpasa Poccum (CeveHoBckuin yHuBepcuteT), Mocksa,
Poccus

Knroyeebie crioga: demu; socrianumerbHble 3abornesaHusi
KUWeYHUKa; 138eHHbIU Konum; 6one3Hb KpoHa;
ocobeHHocmu Oebroma

Axmyanvnocmsy. BocnanutenbHble 3200€BaHIS KHIIEYHUKA
(B3K) — rpymnmna 3aboieBaHuii, XapaKTepU3YIOLIasics XpOHHYEe-
CKUM BOCHAJICHUEM CIM3HCTOH 000JI0YKH TOHKOH U TOJICTOM KHILI-
KM, BKItovaromias si3BeHHbId kot (1K) u 6onesns Kpona (BK).
HecMoTpst Ha CXOXKECTb, TEPANIEBTHYECKOE BEJICHNE ITHX 00JIe3-
HEH pasIM4Ho, YTO JIeNIaeT POBe/IcHHE paHHeH audhepeHnnab-
HOHM TMarHOCTHKH 0COOCHHO BaXKHBIM.

I]env: onpenenuth KIMHUYECKUE ocoOeHHOCTH AebtoTa SIK
u bK'y nereii.

Mamepuanst u memoosr. Mbl IPOBENU PETPOCIEKTUBHBII aHa-
3 145 ucropuit Oone3Hn nereid, HAXOJUBIIMXCS HA JICYCHUH B
racTposHTepoaorudaeckom otaenennu B 2014-2023 rr.

Pezynomamut. lnarnos SIK 0wt ycranosnen y 69 nereit, BK —
y 76. I'pyniisl He pazu4aiuch 1o noiy u Bospacty. C K Obuio 37
MapunkoB U 32 neBouku; ¢ BK — 45 mManpunkoB u 31 neBodka.
Bospacr nebrora K 6611 10,3 roma; BK — 10,9 rona. IIpearnosno-
JKHTEIBHBIA TPUTTEP, KOTOPBIA MOT 00yCIOBHUTH HaYaIo 3a00IeBa-
Hust, ObL1 BhIsiBIIeH y 17 6ombHbIX ¢ SIK 1 10 ¢ BK. TTocne kuieu-
Hoi nHdpekunu K Boznuk y 11 nereid, BK —y 6 (p=0.047). ¥V 3
nereii ¢ SIK u BK ne0rot Obut cBsi3aH ¢ npuéMoM aHTHOMOTHKOB. Ha
(one SARS-CoV-2 {K pazsuncs y 3 nereit; BK—y 1 (p =0,035).
Hepenxo B3K nebrotupoBanu Ha oHE Ipyroro ayTOMMMYHHOIO 3a-
ooneanust: 12 u 35 npu SIK u BK cootBercTBerH0. CpeHsis npo-
JIOJDKUTETIBHOCTD KUILIEYHBIX TIPOSIBIICHUH (O0JIb B JKHBOTE, pa3ku-
JKEHHUE CTYyJIa, HaTMuKe KpoBH) coctaBuia 7,4 £ 6,76 (0-30) mec ais
AK u 12,6 + 4,18 (1-72) mec g BK. Jlokanuzamuio nopakeHus
ouenusany 1o ITapmwkckoit knaccuduxanuu: SIK: nankomur — 37
CIIy4aeB, JICBOCTOPOHHEE MOpakeHne — 22, pacpoCcTpaHEHHbIN KO-
JUT — 9, IPOKTHUT U OPAKEHHUE TOJICTON KUIIKY HIDKE TIeYEHOIHO-
ro m3ruba — 1o 1. s BK: uient u xomur — 42 ciydasi, TepMu-
HaJIBHBIN UIeuT — 26, n3onupoBaHHbIid KonuT — §. BKIT otmeue-
Hbl y 33 nereii ¢ SIK u y 48 ¢ BK. OzHO BHEKHIIIEUHOE TPOSIBICHIE
(BKII) Habmronanocs y 27 nereii ¢ SIK u 36 ¢ BK; 2 — y 4 nerei
¢ K u 10 ¢ BK, 3 —y I pe6énka ¢ SIK u 2 ¢ BK. CambIM yacTbM
BKII 6611 nepudepuueckuii aptput — 18 nereit ¢ SIK u 40 ¢ BK
(p = 0,028). IlepBUUHBIil CKICPO3UPYIOIIMI XOIAHTUT BBISIBJICH Y
10 u 2 naumentoB ¢ SIK u BK coorserctBenHo (p = 0,017). 3Hauu-
TEJIbHO pa3jinyanach 4acToTa pa3BUTHS aTO3HOIO CTOMATUTA: [IPH
BK Bosasnen y 10; npu IK —y 2 (p = 0,024). Bpemst ot pa3Butus
MIEPBBIX CUMIITOMOB JI0 TIOCTAHOBKH JIMarHo3a cocraBuiio npu bBK
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12,09 (1; 72) mec ms KIT u 23,04 (1; 101) mec st BKIT; 8,51 (1;
60) mec s KITu 19,05 (1; 71) s BKIT npu SIK. TTorpeboBanock
CYIIECTBEHHO OOJIbIIIC BPEMEHH JJIsl IOCTAHOBKHM JiarHo3a bK, kak
quts KIT (p = 0,041), tax u ast BKII (p = 0,029).

3axniouenue. BK u SIK uMeroT cxoxecTh KIMHUUECKOH KapTU-
HbI, HO IIPU 3TOM TPeOyIOT COBEPILEHHO Pa3HbIX IIOAXOJ0B B JeUe-
HUH. YCTaHOBJIEHHE 0COOCHHOCTEH 1e0I0Ta, TeUeH s ¥ IIPOrHO3a
HalleJIeHa Ha TIOMOIIb Bpady B ONPEAEIeHIN THarHo3a.

k %k sk

YCNELUHbIA CNYYAWU NEYEHUSA TMFTAHTCKOW
3XMHOKOKKOBOW KUCThbI MEYEHU Y PEBEHKA

CambirnH C.A.
Hay4HbIn pykoBoguTens: goueHT M.U. AipaneTsH

OrAQY BO «[epsbIi MockoBckuii rocygapCTBEHHbIN
MeOVUUHCKUIA yHuBepcuTeT nmenn .M. CeuyeHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepeuTeT), Mockea,
Poccus

Knouesbie criosa: KnuHu4eckul criyqal; 0emu; 9XUHOKOKKO3
reyeHu; euzaHmckas kKucma

Axmyanonocms. I'M1aTUIHBINA SXUHOKOKKO3 TIEUSHH SIBIISICTCS
OJTHUM M3 CaMbIX TSDKENBIX NMapa3uTapHbIX 3a001€BaHU, ero pac-
npoctpan€HHOCTh B Poccuiickoii dexneparun cocrasnser 0,26 Ha
100 TeICSY YeNoBeK, JETANIBHOCTD AocTUTaeT 4%, Mpu ATOM Me-
TOJIbI U 3TAIBl XUPYPTUUECKON KOPPEKIINU SIXUHOKOKKO3a IIEYCHU
y ZieTeid Be€ erie 00CyKaatTes.

Onucanue knunuveckoeo caydas. Jleouka T., 17 ner, anurennb-
HO oTMeuasa 00Jb B SMUracTpHUH, NEPUOANYECKYIO TOIHOTY. [Ipu
Y3U opraHoB OpIOLIHOM MMOJIOCTH B MPOEKIMU MIPABOH JOJIH T1e-
YEeHHU BBISBJICHO I'MIAHTCKOE OJJHOKaMepHOe 0Opa3oBaHHe pa3Me-
pom 151x188x151 mm, ¢ Karcyaoi TOMMIMHOMN 10 6 MM, cMeTa-
olIee MeYeHb U KeIyaoK. [Ipyu KOMIBIOTEpHON TOMOrpaduu re-
YEHU C KOHTPACTUPOBAHUEM B MAPEHXUME IPABOM JIOJIN MEUCHH
BHU3YaJIM3UPOBAHO KPYITHOE 00pa30BaHUE MPAKTHYECKU TOJHO-
CTBIO BBINIOJIHSIOIEE JI0JI0, OBOUIHOM ()OPMBI C POBHO CTEHKOH,
HE HaKaIuIMBarolllee KOHTPACTHBIN Mpernapar, OKpyKEHHOE TUII0-
JICHCHBHBIM 000IKOM TOJIIIMHOI 10 4 MM, OOIIMMH pa3MepaMu J10
151x188x151 MmM. OOpa3oBaHus OKa3bIBAIOT BBIPAKECHHOE KOM-
MPECCHOHHOE BO3JICHCTBUE HA OKPYKAIOLIUE CTPYKTYPBI, JKEITUHbIC
npoToku He pacimpensl. [Ipu ananuze yposHst Anti-Echinococcus
IgG — 9,08 EJ] (nopma < 0,85 EMl). B xone xupyprudeckoro Jieue-
HYs ObUTa BBITIONIHEHA [TOCIIeIoBaTebHast 00paboTKa COTepKUMO-
ro napasurapHoi kuctsl 80% pacTBOPOM IVIMLIEPHHA, 3aTEM pac-
tBopoM NaCl 10%. O6beM conep>kuMoro KucTel coctaBui 1850
miL. IIpu peBu3nM oTMeuascs BbIpaKEHHBIN CIIa€UHBIN MpoLece,
KHCTa ¥ IEYeHb ObUIM MHTHUMHO CIASIHbI C YIJIOIEHHBIM M UCTOH-
YEeHHBIM TPaBbIM KymojoM auadparmel. [Tocne uccedeHus cre-
HOK KHCTO3HOTO 00pa30BaHMsI B OCTATOYHYIO IOJIOCTb MOJBE/ICH
CaJIbHUK, YCTAHOBJIEH JIpEHaX. B y/l0BIETBOPUTEIHLHOM COCTOS-
HUH NalMEHTKa OblIa BBIITUCAHA 110]] aMOyJIaTOpHOE HAOIIOICHUE
JIETCKOTO XHPYpra U MHQEKIIMOHUCTA 110 MECTY )KUTeNbCTBA. [Ipn
KaTaMHe3€ 4epe3 3 MeC OTMEUaoCh 3HAYUTEIbHOE COKPALIECHHE
OCTaTOYHOMU TOJIOCTH.

3akniouenue. JlaHHBIN KIMHUYECKUN TPUMEP HHTEPECEH CpaB-
HUTEIBHO TO3JHUM BPEMEHEM IIEPBbIX KIMHUYECKUX MPOsBIE-
HUH PEeIKOTO BApHAHTA TMTAaHTCKOM KUCTHI IEY€HH, 0COOCHHOCTSI-
MH JIMarHOCTHKH, MPEIONEPAIIMOHHOTO TUIAHUPOBAHUS U BHIOpaH-
HOW XUPYpPrUYECKON TAKTHUKOM JIeUEHUs.

KOrHUTUBHbIE ®YHKLUWW Y OETEW
C CAXAPHbIM OAUABETOM 1-ro TUMA

Cartrapos LU. XKamonuanuH yrnu

HayuHble pykoBoauTenu: npoceccop
10.I. CamonnoBa, npocgeccop M.B. MaTBeeBa

®Ire0Y BO «Cunbupckuin rocyaapCTBEHHbIN MEANLNHCKANA
yHuepcuteT» MuHsgpasa Poccum, Tomck, Poccus

Knrouesnie criosa: demu; caxapHbilt duabem 1-20 muna;
Ko2HUMUBHbIE HapyweHusi; mecm Bekcrnepa

Axmyanvrocms. CornacHo JaHHBIM MexyHapoaHo# de-
Jepanuu caxapHoro auadera Ha 2021 ., oOuiee 4ncio neTei ¢
caxapubiM auaberom 1 Tuma (CI1) cocraBmnsier B Mupe Oonee
1,2 MiTH 9enoBeK, u3 HUX Ooliee MoIOBHHBI (54%) — neTtu 1o
15 ner. O61uas uncinennocts 6ombHBIX CII1 mo 18 et B Poccun
Ha 31.12.2019 1. cocraBuna 47 050 yven. (156 na 100 ThIC. HET-
CKOro HacelyeHus), 3aboneBaemMoctb 7063 (23 Ha 100 ThIC. ET-
ckoro HaceseHus). OTMedaeTcs, 4To BIMSIHUE caXapHOTro auade-
Ta Ha KOTHUTUBHBIE QyHKIMYU GonbHbIX Aetelt ¢ CI1 Bce emé He-
JOCTATOYHO U3YYEHO.

Llenv: onpenenuTh U3MEHEHHUsI KOTHUTHBHOTO (DYHKIIHOHH-
posanwus neteit ¢ CI1.

Mamepuanvr u memoowvt. O6cnenoBanbl 64 ped&Hka (8—
16 ner), crpaparommx CI1, u3 Hux 32 manpuuka. J{ns aHamu-
32 KOTHUTHBHBIX (DYHKIIUIl MCIOIH30BAIH IIKAITY WHTEIICKTA
Bekcnepa anst gereil. B 3aBHCUMOCTH OT TaHHBIX, MOJTYYEHHBIX
IIPH TECTUPOBAHUH, OOJBHBIE OBUTH PacHpeAeIeHbl Ha TPYIIIIEI
o Oaynnam: 1-s rpyrnna — manueHThl, HaOpasue 99 u MeHbIIe
6ayutoB (Hu3kuil ypoBeHb kodhunmenta uaresiekra (1Q)); 2-s
rpyrnna — OosbHble, umeronue 100—-130 GanoB (cpenHuii ypo-
BeHb 1Q); 3-s1 rpynna — OonbHble, uMmetomue 6onee 130 6amioB
(BbIcokmii ypoBeHb 1Q). Cratuctryeckas 00paboTka JaHHBIX MPO-
BEJICHA C TTOMOIIBIO ITPOrpaMMbI «Statistica 13.5».

Peszynomamul. Huzkuit ypoBeHb HHTEIIICKTA OBbLIT 3apPETUCTPH-
poBan y 9 (14%) GonpHBIX (6 MATBIMKOB U 3 AE€BOYKN), CPETHUI
yposenb 1Q — y 40 (62,5%) nanuenTos (18 mansunkos u 22 nie-
BOYKH), BBICOKHH ypoBeHb 1Q — y 15 (23,4%) nereii (8 manbuu-
KoB 1 7 neBouek) ¢ C/1.

3axnouenue. Jletn ¢ CII1 MOTYT HCHBITBIBATH TPYIHOCTH B
KOTHUTHBHOM (DyHKIMOHHPOBAHUH, HAOIIONAIOTCS HEHPOKOTHU-
THUBHBIE HapyLIEHUsI IO CPAaBHEHUIO C ICTbMH, HE CTPAJAIOINMHU
JIa0eToM, a IJIOXOH IIMKEMHUYECKUH KOHTPOJIb, Oy/b TO THUIIEp-
WU THIIOTIMKEMHUSI, MOXKET MOBJHATh HA MX KOTHUTHBHBIE CIIO-
COOHOCTH U IICUXUYECKOE 310POBBE.

k ok ok
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AHAJN3 OBECTNEYEHHOCTWU BATAMUHOM D
rMyBOKO HEOQOHOLUEHHbLIX OETEUN

CaxaHoBa l0.B., CyxoBa [0.B.!

HayuyHble pykoBoAUTENU: AOKTOP Men. HayK
T.IO. UBaHeL', npocpeccop M.B. HaporaH'?,
npocpeccop U.U. PromuHa'’

'OIBY «HaumnoHanbHbIN MeAULIMHCKUIA UccrenoBaTebCKUi
LEHTP aKyLLepcTBa, MHEKOMNOrMm 1 NepuHaTonorum UMeHn
akagemuka B.W. Kynakosa» MuHagpasa Poccuu, Mocksa,
Poccus;

20IAQY BO «lepBbii MOCKOBCKMIN rocyAapCTBEHHbI
MeaMLUHCKUIA yHuBepcuTeT nmeHn N.M. CeveHoBa»
MwuH3gpaBa Poccun (CeveHoBckuii yHuBepeuteT), Mocksa,
Poccus

Knrouesnie criosa: HeOoOHOWeHHbIe demu; eumamuH D;
eunepsumamuHos D

Axmyanvrocmy. B HacTOsIIEE BpeMs HET SANHBIX IPEACTaB-
JIeHUH 0 cyToYHOU noTpebHocTH B BUTamuue D y ryOoko Heno-
HouleHHbIX feteil. ITo pasHbIM peKOMEHIALUSIM OHa MOXKET CO-
ctaBnaTh ot 200 o 1000 ME. Ilpu sTom obpaiiaercss BHUMaHHE
Ha ciydYau Kak aeuimTa, Tak U THIepBATaMHHO3a D y m1y0oko
HE/IOHOILIEHHBIX JETeH.

Lenv: onpenenuth 00ecedeHHOCTh BUTaMUHOM D mimy6o-
KO HE/IOHOIICHHBIX JIeTel U (PaKTOPhl PUCKA PA3BUTHS TUIICPBH-
TamuHO3a D.

Mamepuansi u memoowi. [IpoBeieHO PETPOCIIEKTUBHOE HCCIIe-
JIOBaHHUE, B XOJI€ KOTOPOro MpoaHaIH3UpoBaHa 0a3a JaHHBIX CO-
nepxxanus 25(OH)D y riry00Ko HEIOHOIIICHHBIX JIETel B BO3pacTe
10 4 mec sxxu3nu B 2019-2023 rr. Kputepuit uckimoueHuss — CHH-
JIpoM xojecTasza. B 1-1o rpynny Bouun 18 gerelt ¢ runoBuTamu-
Ho30M D, BO 2-10 — 63 peOGEHKa ¢ HOPMAJIbHBIM COJEPIKaHUEM, B
3-10 — 24 pebEHKa ¢ rUnepBUTaMHHO30M D.

Pezynvmamur. TecTanimoHHBIH Bo3pacT coctaBmi (Me [min—
max]) 29 [25-31], 28 [25-31] u 29 [23-31] Hen, macca Tena
npu poxaennn 1156,8 [680-1489], 1109,1 [580-1890] u 1181,1
[600—-1830] r B 1-3-ii rpymnmnax cOOTBETCTBEHHO. 3ai€piKKa BHY-
TPUYTPOOHOTO pa3BUTUS BCTpeuanach y 4 (22,2%) nereit 1-i
rpynnsl, y 7 (14,3%) — 2-i1, y 8 (32%) — 3-ii. [lo qnurensHO-
CTH TIAPEHTEPAIBHOTO MMUTAHMS TPYIIIEI HE pa3iuyainuce: 16,8
[3-35], 15,6 [5-37] u 15,5 [2-46] cyt. Butamun D B cocTaBe
HapeHTePaIbHOTO MUTAHUS MTOTYYaIH TOYTH BCE MAaUeHTHE: 10
(76,9), 38 (84,4) u 22 (88%). DHTEpanbHOE MUTAHUE TIPOBOIH-
JI0Ch 00OTALIEHHBIM TPYHBIM H/HIIH MOJIOYHBIMHA CMECSIMU IS
HE/IOHOMIEHHBIX. YacToTa NCKYCCTBEHHOIO BCKApMJIMBaHUS 3HA-
YUMO OTiIn4anack B 1-# u 3-if rpynnax: 6 (42,9%) u 3 (12%);
p = 0.03. B 1-ii rpynmne Butamud D BHyTph ObUI Ha3HAUCH C
18,9 [11-35] cyt xu3uu: B noze 500 ME — 11 (78,6%) netsm,
B 03¢ 1000 ME — 3 (21,4%). Onpenenenne 25(OH)D B kpo-
BU BBINOJIIHEHO Ha 42,8 [31-70] cyTkH, €ro ypoBeHb COCTaBUII
22,7 [19,8-28,5] umons/n. Bo 2-it rpynne ButamuH D BHYTpb
HazHaueH ¢ 19,9 [7-40] cyrok: B noze 500 ME — 39 (78%) ne-
M, 1000 ME — 11 (22%). Yposens 25(OH)D na 50,8 [26—108]
cyTku coctaBui 54,2 [31,56-98] umons/n. B 3-ii rpynne Buta-
muH D BHyTpb Ha3HaueH ¢ 16,4 [8-30] cyrok: B 1o3e 500 ME —
2 (8,3%) nersam, 1000 ME — 22 (91,7%). Yposens 25(OH)D Ha
62,3 [28-108] cytku cocrasmn 114,3 [100,5-120] amouns/in. B 3-i
rpyIIe yame 0TMeYaIoch Ha3HaueHne BUTaMiuHa D BHYTpPb B 10-
3e 1000 EJl/cyT o cpaBHenuto ¢ 1-it u 2-if rpynmamu: 91,7%
npotus 21,4% u 22% (p < 0,05).

3axnouenue. Haznauenue nononuurensHo 500 ME Bura-
MuHa D BHYTpb P yCIOBUU aJIeKBAaTHOTO MUTAHUS OOBIYHO JI0-

CTaTOYHO VISl MPO(QHIIAKTHKY TUIIOBUTAMIHO32 D, a Ha3HaueHue
1000 ME MosxeT mpuBOIUTH K TUIIEPBUTAMUHO3Y D.

FOBEHUITbHASI KCAHTOIPAHYJIEMA Y PEBEHKA
C CUHOPOMOM HYHAH

CeBepruHa Y.C.

Hayu4Hble pykoBoguTenu: goueHT E.A. CapkucsH,
poueHT C.B. YepkacoBa

OIFAQY BO «Poccurickuin HaLmoHanbHbIN
nccnenoBaTenbCKUA MEOULNHCKUIN YHUBEPCUTET UMEHM
H.N. Muporosa» Munsgpasa Poccumn, Mockea, Poccus

Knrouesble criosa: knuHuYeckul ciydad, cuHOpom HyHaH;
l08eHUbHasi KcaHmMozpaHynema

Axmyanvnocms. T10BBIIIEHHBIH PUCK 3JI0KAUECTBEHHBIX HO-
BooOpa3oBaHMii TpeOyeT paHHEH nuarHocTuku cuHapoma Hy-
HaH (CH) mis cHkeHus prcka HeOIaronpusTHOrO MCXo/a 3a-
OoneBaHMsL.

Onucanue xkaunuueckozo cayuas. Jleouka [[. ot marepu
43 neT ¢ OTATOIEHHBIM COMATHYECKUM (TPOMOOQHIIUS HU3KO-
ro TpOMOOT€HHOIO pUCKa) U aKyllepckuM (Oecmioaue B Teue-
Hue 7 ner) anamuezoM. Ot 3-ii 6epemennoctu (KO, noxcaaka
KpHo3MOpHOHa), IpoTeKaBIleil Ha GoHe recTannoHHOro uade-
ta. Ponpr 2-e oneparuBubie, Ha 40-i Henene recramuu. [lpn po-
sk nenun Macca Tena 3400 1, mirHa Tea 51 ¢M, OlLleHKa I10 IIIKajie
Anrap 7/8 6anno. CTUrMbl AUCOMOpHOTEHE3a: THIIEPTEIOPU3M,
SMHUKAHT, HoepedHas 00po3za Ha TaoHu, KopoTKas wwes. Ha ne-
penHeil OpIONIHOM CTEHKE B MPaBOM NojpeOepbe HUAaHOTHYHBIN
Y4acCTOK KOXKU pa3MepoM 7 X 9 cM ¢ MHOKECTBEHHBIMU TUIOTHBI-
MU y3enkamu. COCTOSIHUE TIPU POXKICHUH CPeIHEeH TSKEeCTH 3a
CY€T HApACTAIOUINX ABIXAaTENbHBIX PACCTPOUCTB. B ananmuze kpo-
BU TpoMOormTonenus 60 x 10°/1.

Ha 2-e cyTku xu3HH peOEHOK B TSDKEIOM COCTOSIHUM IIepe-
Ben€H B JII'Kb um. H.®. ®unarosa. J[narnocTupoBaHbl THEBMO-
HUsl, BpOKIEHHBIN opok cepaua (BIIC): nedekr mexnpeacep-
HOH Neperopoiki 7 MM C JIEBO-TIPABBIM COPOCOM KPOBH, JHCILIA-
3051 MEXIIPEACEPAHON MEPETOPOAKH, CTEHO3 JIETOYHOTO KIIarnaHa
¢ MUKOBBIM rpagueHToM 38 MM pr. ¢T. BIIC He TpeboBain sKcTpeH-
HBIX XUPYPIrHYE€CKUX MEPOIIPUATUI U IPOBEIEHUS MEIMKAMEHTO3-
HOH Tepanuu. HecMoTpst Ha IPOBOAMMYIO HHTEHCUBHYIO TEPAITHIO
B YCJIOBHSX OTACJICHUS PEaHUMAllMK U WHTCHCHBHOW Teparuw,
TPOMOOIMTOTIEH ST COXpaHsiiach (82 x 10°/m). Ha 7-e cyTku xu3-
HU OOJIBHAS TIEPEBEICHA B OT/IENICHHE MTAaTOJIOTHH HOBOPOXKIEHHBIX
1 HEJIOHOLIEHHBIX. [IpoBoaMIach Tepanust ¢ HOIOKUTEIBLHBIM (-
(hexTOM: BOCTIaNMTEIbHAS aKTUBHOCTh B KPOBH KynupoBaHa. Of1-
HaKO TPOMOOLUTONEHUSI HapacTaia, celle3éHKa yBEeIMUNBaIach.
CKpHUHUHTOBOE UMMYHO(EHOTUITUPOBAHUE TPOMOOLIUTOB MO~
TBEPANIIO HATMYME U30UMMYHHO TpoMOonnTonenny. Haznave-
HBl IMMYHOTJIOOYJIMHBI € TIOJIOXKUTEIBHBIM pe3yasTatoM. OTCyT-
CTBHE Karnomn(popMHOH reMaHIHOMBI HCKIIIOYHMIIO BO3MOYKHOCTD
cunapoma Kazabaxa—Meppurra. Beimonnena 6uoricus o0pasosa-
HUS iepeiHel OpIONIHOM CTeHKHU: IOBEHIIIbHASL KCAHTOT paHyJeMa
Ha paHHeH cTaguu GOPMHPOBAHUSL.

Ilo maHHBIM TOJTHOTO CEKBEHUPOBAHHMSI HK30Ma BBISIBJIICH Te-
TEPO3UTOTHBINA BapuaHT MyTanuu B rene PTPNI1, uto moaTsep-
JIWJIO paHee 3amofo3peHHbIl auarno3 — CH.

3a nepuof rocnuranusanuu gesouxa mo BIIC komnencupo-
BaHa, 00pa30BaHUe Ha OPIOIIHO CTEHKE HE YBEIMUUIOCH, TPOM-
GOLUTHI HOPMAJIM30BAIUCH, Celle3éHKa coOKpaTmiiack. B Bo3pac-
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te 1 Mec 15 cyT sxu3HU peOEHOK BBITUCAH JJOMOH 10/ HaOmo1e-
HHE CIIELHAJINCTOB.

3axnouenue. Y nerert ¢ CH yacTo BBISBIAIOTCS HApyILICHUS
reMocTasa, MOBBIIIEHA YaCcTOTa 3JI0KA4€CTBEHHBIX HOBOOOPa30-
BaHUii, B TOM YHCJIE IOBEHWIbHAS KCAHTOTpaHyJeMa, Kak B OITHU-
CaHHOM Cllydae, YTO JI0Ka3bIBA€T 3HAYUMOCTb PaHHEH TUarHo-
cruxu CH.

W3MEHEHUA CO CTOPOHbI LUUTOBUAOHOM
XENE3bl Y NALUMEHTOB C BOJNIE3HbIO KPOHA

CupenbHukoBa E.M., CagkoBa M.U., BeayTta O.W.
HayuHbin pykoBoguTtens: E.B. Kanpuop

PrbOY BO «CaHkT-lMeTepbyprckuii rocyaapCTBEHHbIN
neavaTpUYeckMn MeanuMHCKUA yHnBepcuTeT» MuHsgpasa
Poccun, Cankt-lNetepbypr, Poccus

Kntouesbie crioga: ujumosudHasi xenesa,; 6one3Hb KpoHa;
Oemckasi SHOOKPUHOIo2ust

Axmyanvornocms. C KaXIBIM TOZIOM OTMEYaeTCs pOCT 3a00ie-
BaemoctH Oose3nbto Kpona (BK), a ne6ror 3aboeBanust 3a4acTyro
MIPUXOIUTCS Ha IETCKUl Bo3pacT. B CTpyKType maTtonoruu 3H10-
KPUHHOM cucTeMbl 3a001eBaHus MUTOBUAHOM sxene3s! (ILDK) 3a-
HUMAIOT Juaupytomue no3unuu. O CBsI3U LEeIUaKul U ayTOUM-
MYHHOM THPEOUIUTE JOCTATOUHO HIMPOKO U3BECTHO, B TO BPEMs
Kak aHAJIOTHYHBIX AaHHBIX 0 BK n maronorun LK HenocrarouHo.

L]enw: BeIsBUTH M3MeHeHUs co ctopons! LK y nereii ¢ BK.

Mamepuanvt u memooul. IIpoBea€H aHATU3 COBPEMEHHBIX
ncTouHMKOB B 0a3ax maHHbIX The Cochrane Collaboration, PubMed,
The ScienceDirect 3a 2015-2023 rr. u 123 ucropuii 6o1e3Hu nanu-
€HTOB [aCTPOIHTEPOIIOTTUECKOr0 OTAEIEHUS, U3 KOTOPBIX ObLIO OTO-
6pano 57 narmentoB ¢ BK. CpeHuii BO3pacT MalleHTOB COCTABUIT
13,1 £+ 3,28 roma, 43% neBouek, 57% MaTbuIUKOB. Y STOUH TPYMITBI
OONBHBIX B KPOBU ONPEACIISUIH YPOBEHb THPEOTPOITHOTO TOPMOHa,
T3, T4, auturen (AT) k TupeortoOynuny, AT k TUpeonepokcuia-
3e. Yibrpa3BykoBoe uccnegosanue IIDK no paspaboraHHoMy Hamu
IPOTOKOIY (KOJIMYECTBO MAKPOCTPYKTYPbI IIOJHOLEHHOI TOpMOHO-
o0Opasyrorueid Tkauu, 00b6EM LK, BenmmdiHa HHTEHCHBHOCTH KPOBO-
Toka B tossix [ u ckopocTh kpoBoTOKaA B apTepusix goneit 1K),
KOHCYJIBTALMS HIOKPHUHOJIOTA MALMEHTOB ¢ OOHAPYKEHHBIMH U3~
MEHEHHMSIMU. Y BCex 60J'lel>IX IPOBOANIIACH OLICHKA CTCTICHU aKTHB-
Hoctu BK 1o ypoBHI0 (hekanbHOro kaabnporekruta. CraTucTuye-
cKast 00paboTKa JAHHBIX ITPOBEIeHa B Iporpamme «Jamovi 2.3.28».

Pezynomamepi. OTKIOHEHHS B TOpMOHanbHOM craryce [I[DK
OBUTH BBISIBIIEHBI y 24% OONBHBIX, 3 HUX Y 15% n3mMeHeHus Obl-
JIM BBISIBJICHBI BIIEPBBIC M HA MOMEHT KOHCYABTallMH YHJOKPHUHO-
Jora UM He TpeboBajach 3aMeCTUTENIbHAsl TOPMOHAIbHAS Tepa-
yst, ObLIN JaHbl PEKOMEHJAlluK 110 U3MEHEHUIO 00pasa KU3HU U
IUIaH HAOMIONEHUS SHIOKPUHOIOIOM II0 MECTY XKUTeIbcTBa. Ya-
cToTa BCcTpeuaemMocTH nosbiieHus ypoBHs TTI cocrasuna 12%,
T3 cBodomnoro 10%, T4 ceoboguoro 30%, AT k THpeOrIOOYIHHY
B 10%, AT k Tupeonepokcuasze B 10%. AxruHocts BK 1o ypos-
HIO KQJIBIIPOTEKTUHA B KaJl¢ y MALMEHTOB ¢ U3MEHEHHOH (yHK-
nueit K npakruyecku He oTIMYanach OT MalMEHTOB Oe3 Heg.

3akarouenue. Henbss uckimounts naronoruto DK y narnuen-
toB ¢ bK, mosToMmy uM MoXeT ObITh PEKOMEHJOBaHA KOHCYIIbTa-
WS DHAOKPUHONIOTA. AKTUBHOCTH Bocmaienus npu bK y mamm-
enToB ¢ mmMeHeHnsaMu LIDK cxonHa y ocTanbHBIX OONBHBIX AaH-
HBIM 3200JIEBaHHEM.
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KNMUHUYECKUN CNYYAN PEOKOW
KOATYNOMATUMN

Cna6aukoB K.O.
HayuHbi pykoBoguTens: goueHT H.B. ®eauHa

Prbe0Y BO «PsasaHCkuin rocyaapCTBEHHbI MEOVULNHCKUN
yHuBepcuTeT umenn akagemuka V.M. Nasnosa» MuH3apasa
Poccuu, Pasanb, Poccus

Knrouesblie criosa: knuHu4eckul criyqad;
2UronpoKoOH8EPMUHEMUS; pedKue Koazyrnonamuu;
MPOKOHBEPMUH, XKerTyOOYHO-KUWEYHOE KPpO8OMeYeHUe;
anmakoe anbga

Axmyanvrocms. Jepunur VII dpakropa (FVII) cBéprhiBanus
KPOBH, WJIM HACJIEICTBEHHAs THIIONIPOKOHBEPTHHEMUS — PE/IKOE
ayTOCOMHO-PELIECCUBHOE TeMOpparuueckoe 3aboneBaHue, BCTpe-
yaromeecs ¢ yactoror 1:500000 1 KITMHUYECKH POSIBIISIOIIEECS
Koarynonaruei, HanoMmuHaroniei remodunmto. C paHHero Bo3pac-
Ta BO3HUKAIOT KPOBOTEUEHUS PA3IUYHON JIOKAIU3ALUH, TeMaTo-
MBI, TTO37HEE MpUCOeANHSIOTCS reMapTpo3bl. ['en FVII naxoaut-
cs Ha MHHOM Tieue 13 xpomocomsl (13q34), onucano Gosee
250 myrauuit 3Toro rexa. Jledenue BKIIOYAaeT IPUMEHEHHE pe-
xoMOuHaHTHBIX peniaparoB FVII pa3nuunoii nponomKkuTenbHo-
CTH, Yallle B PSKUME 10 TPEOOBAHUIO.

Onucanue kaunuuecxozo cayyas. Iamument I, 15 net mocty-
IIUJI B 9KCTPEHHOM MOPsIKE B IPUEMHOE OTAEICHUE C IMarHO30M
HKETyA0IHO-KUIIEYHOE KPOBOTEUEHHE U IIPU3HAKAMHU ITOCTIEMOP-
parudeckoit anemuu. 3a 10 qHel 1o rocnuranu3auy HadmoaaICcs
CTYJ 4€pHOTO 1LIBETa, NMOSBUJIACH HapacTarouas ciabocTb U CHU-
JKeHHUE aIlleTuTa.

W3 anaMHe3a )KU3HU U3BECTHO, YTO B IEPUO/IC HOBOPOXKIEH-
HOCTH [IEPEHEC HOCOBOE KPOBOTEUEHHE, KPOBOU3IIMSIHUE B TOJIOB-
HOW MO3T, Ke(anoremaromy B 00JIaCTH MPaBOW TEMEHHOW KOCTH,
TSDKeNTyto aneMuto. Ha epBoM roty s>kKu3HU HEOJJHOKPATHO FOCIIH-
TaJIM3UPOBAIICS B CBA3U C PELUIUBUPYIOLINM reMOPParniecKumM
CHHJIPOMOM B BH/I€ TeMaTOMe3HCca, KPOBOTEUEHUH MPH ITPOPE3bI-
BaHUH 3y0O0B, B 00JIEE MTO3/JHEM BO3PACTE — reMapTpo30B. Y 60ITb-
HOT'O OTMeYajcs CTAOMIbHO HU3KHUH yPOBEHb MPOTPOMOUHA MpU
HopMaibHbIX 3HaueHusX VIII u IX ¢akTopoB cBepThIBaHUS KPO-
BU. JIeueHue pacTBOPOM MEHaIMOHa HAaTpHsl Oucynb(pura ¢ 1ojo-
XKHUTETBHBIM d(dexToM. B Bo3pacte 3 net ObLT yCTAaHOBIICH JHa-
THO3 THIonpokoHBepTuHeMus (ypoBenb VII dakropa — 3,4%),
Ha3HaueH Iperapar dMTaKor anbda aKTUBUPOBAHHBIN B pexKnuMe
«110 TpeboBaHMIOY». HU3Kas KOMIUIAGHTHOCTh K TIPOBOJMMOM Te-
paruu COnpoBOKAAIACh HIOBTOPHBIM IT'€éMOPParn4eCKUM CHHAPO-
MOM, FeMapTpO3aMH KOJICHHbBIX, JIOKTEBBIX U TOJIEHOCTOIHBIX CY-
CTaBOB C Pa3BUTHUEM KOHTPAKTyp W aprpomaruii. B Bo3pacre 15
7et y 00IBpHOTO OblTa TMAarHOCTHPOBAHA SI3Ba JABEHAATUIIEPCT-
HOM KHIIIKH, OCJIOKHUBIIASICS. MACCHBHBIM JKEJTY/I0YHO-KHIIIEYHBIM
KPOBOTEUCHUEM, IOTPEOOBABIIMM IIPOBEACHHUE TOBTOPHBIX T'eMO-
TpaHCy3UH U IJIMTEILHOTO BBEACHUS PEKOMOMHAHTHOTO Iperia-
para VII ¢akropa.

3axniouenue. Penxue HOpMbI KOATYIOIATHIA BO3MOXKHBI B KITH-
HUYECKOU NMpaKTUKE U TPeOyIoT paHHEH TMarHOCTUKH C Ha3Haye-
HUE aJIeKBaTHOTO JICYCHHUs, 0COOCHHO y JIeTel paHHEero Bo3pacTa,
YTO NPEeNOTBpalaeT pa3BUTHE OCIOKHEHUH U PaHHIOI0 MHBAJIU-
JIU3ALMIO OOJIBHBIX.
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OCOBEHHOCTU BEQEHUA PEBEHKA C PEKOW
®OPMOW BPOXXOEHHOIO KPAHNOCUHOCTO3A

CmonbsiHHukoBa A.B., eprorunHa IN.P., Cnoka B.41.
HayuHbI pykoBoauTens: goueHT E.A. CapkucsaH

OrAQY BO «Poccunckuin HaumoHanbHbIA
nccnenoBaTenbCKU MeQULMHCKUI YHUBEPCUTET NMEHMN
H.W. Muporosa» Munsgpasa Poccun, Mocksa, Poccus

Knrouesnie criosa: knuHu4eckul criyqal; cCUHOpOM
lepatipghepa, KpaHUOCUHOCMO3; cudpoueghanusi; 2eH
FGFR2; aHomarnuu koHe4yHocmel

Axmyanvrocms. Cunapom Idaiiddepa (CII, Q 87.0, akpo-
nedanroCHHIAKTHINS V THITa) — PEJIKOe ayTOCOMHO-IOMHUHAHT-
HOe 3a00JIeBaHUE U3 TPYIIIBI CHHIPOMAIBHBIX KPAaHHOCHHOCTO30B,
oOycnoBnenHoe nedexramu B reHax FGFRI v FGFR2, xapakre-
PU3YETCsl YepeHO-THIIEBBIM M30CTO30M M aHOMAIBbHBIM Pa3BHU-
THEM KOHEYHOCTeH. AHOMAJIMU Hapy>KHOTO CIIyXOBOTO IPOXOJa H
CpeIHEero yxa IMPUBOT K IIyX0Te, HAPYIICHUSIM PEYX U MHTEI-
nektyaiapHOro pa3sutus. Yactora 1 u3 100 000. [Mompaznemnser-
cs Ha 3 tumna. Tum 2 cBsi3anHo ¢ MmyTanusimu B rene FGEFR2, ume-
€T TSKENOE TEeUCHHE.

Onucanue kaunuueckozo cayudas. Jlesouka M., y matepu 40
JIET C OTATOMEHHBIM COMATHIECKUM U THHEKOJIOTHYECKUM aHaM-
He3aMH, OT 6-if GepeMeHHOCTH, 2-X POJIOB, TPOTEKABIIEH C yTpo-
301 mpepeiBaHusl. Macca Tena npu poxxaennu 2680 1, AnuHa Tena
— 48 cM, OKpYKHOCTB TOJIOBBI — 33 cM, Tpynu — 34 cm, OleH-
Ka 1o 1mkane Anrap 4/6 6amio. Ha 29-ii Hezene recTalilmOHHOTO
Bo3pacta npu Y3 ObUIN BBISBICHBI MPU3HAKK aHOMAJIBHBIX Cpa-
[ICHUI KOCTel 4yepera M JIMIEeBOro au3octo3a. CoCcTosHIE MpH
poxkaeHuu KpaitHe Tsxénoe. JleBouka Haxonunack Ha MIBJI, ume-
Jla MHO)KECTBEHHBIE CTHTMBI TN39MOpHOTreHe3a, BKIIoJas OaeH-
Hy0 $opMy Yepera, TUIEePTENIopU3M, IK30(TaabM, CKOIICHHBIN
3aTbUIOK, HU3KO MOCAXKCHHBIC NUCTIIACTUYHBIC YIITHBIC PAKOBHUHBI
1 yKopoueHue men. Habmonanics mpu3Haky «BSUIOTO peOEHKay.
Ipu HelipocoHOTrpaduu — MPU3HAKH TUIIOKCHYECKH-UIIEMUYe-
CKOTO TIOPa)KEeHHMsI TOJIOBHOTO MO3Ta M KPOBOM3JIMSIHAE B MUH/IA-
JIMHY MO3KeUKa. BBIsSBICHBI OUKOPOHAPHBIH 1 OUISIMOIOBH THBII
CHHOCTO3bI, HOPMHUPOBAHNE Yepela B BUJE «JIUCTa KIEBepay,
YIUIOLICHUE Yeperna B epeHe3aJHEM HAIIPABICHUH U YMEHBIIIC-
HUE OOJBIIOTO 3aThUIIOYHOTO OTBEPCTHSI, AHOMAITUH JIUIIEBOTO Ye-
pera u KoHeyHoCTei. OTONAPUHTONIOT IMATHOCTHPOBAI aTPE3HIO
XO0aH U HETIOJIHYIO aTPe3nI0 CITyXOBBIX MPoxoaoB. Cpean madopa-
TOPHBIX OTKJIOHCHUH y peOCHKa: aHeMHUsl, JICHKOIMTO3, TPOMOO-
IIUTO3 M TIOBBIIICHHE YPOBHEH OenkoB ocTpoit (asel. B mukpo-
ouonornyeckux nocesax: Klebsiella pneumoniae v Pseudomonas
aeruginosa. IIpoBoanMas Tepamnus ¢ MoJI0KUTEIbHBIM 3P PEKTOM.
IpoBeneHa IBYCTOPOHHSS JIMHEHHAS KpaHHOTOMUSL. [10ITHOK30M-
HOE CeKBEHHPOBAHHME BBISIBUIO MyTalny B reHe FGFR2, 4to B co-
BOKYITHOCTH C JaHHBIMU aHaMHe3a MOATBEPAMIO AMATHO3: CHH-
npom Ildaiipdepa 2 Tuna. Beinmucana momoii B Bo3pacte 4 Mmec.
ITpu NOBTOPHOM OCMOTpPE OTMEYAIOCh YIy4dllIeHHEe oKa3aTene
MICUXOMOTOPHOTO U (PU3UUECKOTO Pa3BUTHSL.

3axniouenue. Tuarnos cuanpoma Idaiiddepa 2 Tuna craBut-
Csl Ha OCHOBAaHWHU METOJIOB HEHPOBH3YATU3aLMH 1 TOATBEPIKIACT-
sl TeHeTHYeCKUM obOcienoBaHreM. CIOKHOCTH B THAarHO3€ CBSI-
3aHbI C OTKJIOHEHUSIMH B PA3BUTUH M HACJIOCHHUEM TSDKENBIX (hopm
[aTOJIOTMU HEOHATAJILHOTO Nepuosa. PanHee Xupypruueckoe Jie-
YEeHHE MO3BOJISIET YCTPAHUTD JeHOpPMAIK U YBEIUINUTh 00BEM
MOJIOCTH Yeperna, MPeIoTBpaIlasi PUCK Pa3BUTHS HEBPOJIOTHYE-
CKHX OCJIO)KHEHUH.

OLIEHKA NCUXOMOTOPHOIO PA3BUTUA OETEN
C NEPUHATAIIbHbIM NMOPAXXEHUWEM LIHC
C NOMOLBbIO NCUXOMETPUYECKUX LLUKAT

CopokuHa E.E.
HayuHbin pykoBoauTtens: goueHT C.B. NapuHa

SrBOY BO «MopaoBckuii rocygapCTBEHHBIV YHUBEPCUTET
nmenn H.IM. Orapésay», CapaHck, Poccus

Knrouesnie criosa: epydHbie demu; demu paHHe20 8o3pacma;
auriokcu4ecku-uwemuyeckoe nospexoeHue LIHC;
ricuxomomopHoe passumue; wkana CAT/CLAM; wkana
GMDS

Axmyanvrocme. IlcuxomotopHoe pazsurue (IIMP) nereit 1-ro
rojia *KU3HH SBJISAETCS BaXKHBIM OTPaKEHHEM MX COMAaTHUYECKOTO
300pPOBBsI. AKTYaJIbHBIM SIBIISIETCSI IOMCK OOBEKTUBHBIX CIIOCOO0B
oueHku [IMP nereil B cBs31 ¢ MPEUMYIIECTBEHHBIM HCIIOIb30Ba-
HUEM SMIIUPHUYECKUX METONIOB, PE3YNIbTaThl KOTOPHIX 3aBUCST OT
CYOBEKTHBHOTO BOCHPUSATHS, a TAKKE 3aTPYAHSAIOT IPEEMCTBEH-
HOCTB IpU 00CTICIOBaHHH y Pa3HBIX Bpadel Wi B Pa3INIHbBIX yd-
PEKICHUSAX.

L]env: onpenenuts n3menenus [IMP nereit 1-ro roma xus-
HU C TUIOKCUYECKU-UIIEMUYECKUM MMOPAKEHUEM LEHTPaJIbHOM
nepsHoii cucremsl (I'NUIT IHC) ¢ nomomsto mkan CAT/CLAMS
n GMDS (I'puddurce).

Mamepuanvt u memoowr. Ilpoananmuzuposansl 50 ucTopuit 60-
JIe3HU JeTel, a Takxke mposeneHa ouenka [IMP nereit, Haxoaus-
MIMXCsI Ha 00CJIEI0BAaHNH U JICUCHUH B OTJCICHUHU MATOJIOTHH HO-
BOPOXK/IEHHBIX M HEJOHOLIEHHBIX JeTel. B omnbITHYIO Ipyniy Bo-
i 27 nereii ¢ 'UIT LITHC, B koHTpOdbHYI0 — 23 pebénka 0e3
matojorun [THC.

Pesynomamut. [lpn ananuze [IMP neteit smoupuyeckum cno-
cobom 3anepkka [IMP Obuna 3aperucrpuposana y 3 (11%) nereit
OMIBITHOH I'PyIIIbl, B KOHTPOJILHOH IpyIIe TaKue AETH HE BbIABILA-
mck. [Tpu obenenoBanun nereit no mkane CAT/CLAMS norpa-
HHUYHbIE 3HaUYEHUS KOO UIEHTa Pa3BUTHS UIMEITH 110 JIMHUU pa3-
Butusi CAT (s13b1k/pedn) 29,6% nereit U3 ONBITHOMN TPYIIBI U HU
OJIFH W3 TPYTIITBI KOHTPOJIST; TIo iHun pa3sutnst CLAMS (perrenne
3anaq) — 40,7% nereit onbITHOM Tpynbl U 20% MaMeHToB KOH-
TPOJILHOM TPyIbI; MO JIMHUK PAa3BUTUH MaKpOMOTOPHKH — 60%
JieTel KOHTPOIBbHOU Ipynnbl ¥ 29,6% GOIBbHBIX ONBITHON IPYIIIBL.
I'pyGas 3azeprkKa HEBPOIOTHIECKOrO PA3BUTHUSI IO JAHHBIM KO3(-
(uneHTa pa3BUTHS HAOIIONATACH TOJBKO Y IETeH OIBITHOM TpyII-
el B 18,5% citydaes no smaun pa3Buthst CAT (SI3bIK/pedb), CTONb-
Ko ke — 110 JiuHuu pa3sutiss CLAMS (pemenue 3anayq), B 40,7%
cllyyaeB — MO JIMHUU pa3BUTHsl MakpomoToprku (p < 0,05). TTpu
obcnenosanuu aerei no mkane GMDS (Ipuddurc) BoLsiBieHa rpy-
6as 3amepxka pa3Butus B 51,8% cirydaeB 10 IUHUSAM pa3BUTUSL A
(nBHraTeNpHas akTUBHOCTD), B (conmanbhas aganrtanust) u D (ma3a
u pyku), B 74% — no siuanu C (cinyx u peus), B 85% — 1o TUHUN
paszsutus E (crioco6HOCTS K urpe) y aereii ¢ [UIT ITHC. Cpennune
3Ha4YCHUs KOA()UIIMEHTOB pa3BUTHUS ObLUTH CYILIECTBEHHO YMCHbB-
IIeHbI Y OOJIBHBIX OHBITHOI rpynisl (p < 0,05).

3axnwouenue. Jannple ananuza IIMP mo mkanam
CAT/CLAMS u GMDS (I'puddurc) ykas3piBaroT Ha HaluIHe HU3-
koro ko3¢ ¢unuenta passutus gereid ¢ ['UIT IITHC no cpaHe-
HUIO CO 3[J0POBBIMU JIETHMH, a TAK)KE CBUICTEIBCTBYIOT O OOJIb-
el 4YyBCTBUTEIBHOCTH 3THX 1IKal B onieHke [IMP nereit pannero
Bo3pacta. HecOMHEHHBIM IPEUMYILIECTBOM IIKAJI SBISIETCS TO, UTO
pe3ynbTar BEIpaXKaeTcs B YUCIOBOIl opMe, 4TO MO3BOJIAET COXpa-
HUTb IPEEMCTBEHHOCTH IIPH IOBTOPHOM 00CII€I0BaHNHU OOJIBHBIX
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WONONATUYECKUA FEMOCUOEPO3 NEMKUX
Y NOAPOCTKA

CypaeBa Y.C., Be3pyueHko A.C.
HayuHbin pykoBoauTtens: poueHT A.1O. LLlyTkoBa

OrBOY BO «[NprBOMKCKMI nccnenoBaTenbCKuin
MeauLMHCKUIA yHuBepcuTeT» MuHsgpasa Poccuu,
HwxHuin Hoeropog, Poccus

Knouesbie criosa: knuHu4eckul criydal; pebEHOoK;
uduonamuyeckull e2emocudepos néakux; duaeHoOCmuKa;
rieyeHue

Axmyanbrnocms. VigponaTHuecKuil TeMOCUAEpo3 JETKUX
(UTJT) — opdannoe 3abosieBaHNUE, B OCHOBE KOTOPOTO TPEJIIIO-
naraercst Ae()eKT WM UMMYHHOE ITOBPEXKICHUE CTCHOK aJIbBEOJI,
KalnwuIspoB JIETKUX ¢ IEHOHUPOBAHUEM FEMOCHICPHHA B AJIbBEO-
nax. HecBoeBpeMeHHbIe AuarHocTiKa U Hauaso tepanuu UIJI mo-
BBIIIACT PUCK MHBAJIUIU3AIMN OOJIBHOTO.

Onucanue kaunuyeckoeo cayyas. C asrycra 2022 1. cranm-
OHApHO HAOJIOJAeTCs JIEBOYKa 17 JIeT ¢ AMAarHO30M: MIHOMATH-
4yeckui remocuiepos JErkux. Pe0&Hok ot 3-ii OepeMeHHOCTH,
3-X CpOYHBIX (PU3MOJOTMYECKUX POIOB. BakiuHanus no xajieH-
Japto. M3 nepeHecEHHBIX 3a00JI€BaHUM: pecIUpaToOpHble HHDEK-
vy 2 pasa B TojI, B Bo3pacte 1,5 rona — sxerne3oiepuiuTHas aHe-
must (JKJIA), nérkasi, ¢ 3 JeT BBISBICHO OKAPEHHE 3 CTETICHH, B
16 ner — HoBas koponaBupycHas undekips COVID-19. B nedro-
Te 3a0oneBanus (utonb 2022 r): CyX0i HENPOAYKTUBHBIN Kallellb
IIpY HOPMAJIBHOI TeMmeparype Tella, IPUCOSIUHEHNUE OJbIIIKY,
6oy B rpyAHOH KieTke npu ¢pusnyeckoit Harpyske. [Ipu pentre-
HOTpa(uu TPYTHON KIETKU BBISBICHA IBYCTOPOHHSIS ITOJTUCETMEH-
TapHasi mHeBMOHHS. Ha poHe aHTHOMOTHKOTEpAaU COXPAHSIINCH
MPU3HAKN UHOHMIBTPALNH JETKUX, IBIXaTEILHON HE0CTaTOYHOCTH
(IH). Pe6&nok ObL1 rocriuTanu3upoBad. [Ipu noctyruieHun: co-
CTOSIHHE CPeHEN TSDKEeCTH, IPU (HU3UIECKOH Harpy3Ke TaXUIHO),
AKpOLMAaHO3, KallleJIb CyXOll U BIaXHbIN HeuacTslil, 0e3 npumecu
KPOBH, 110 OCTaJIbHBIM Opranam 6e3 narosioruu. JlaboparopHo BbI-
siBiteHb! pr3Haky JKJIA (THIOXpOMHES, MEKPOIIUTO3, TEMOTIIOONH
68 1/1), HerTpopunés, mumdorneHus, nopbieHne ypoBas C-pe-
AKTUBHOTO Oefka. VICKIIIo4eHb! ONNOpTyHUCTHYeCKHEe HH(EKIHY,
BUY, renarutsl, cudunuc, Tydepkyaés. [Ipu MmynsrucnupaibHOM
xomnbrorepHoil Tomorpaduu (MCKT) nérkux AuarHoCTUPOBaHbI
JIByCTOPOHHUE, MHOXECTBEHHbIE 04arOBOIOJOOHBIE TEHHU 110 TU-
ITy «MaToBOTO cTekia», Tunuansle s UIJI. B maBaxHOM xkuaxo-
CTH YMEPEHHOE KOTMYECTBO CHAEePO(aros, rpaHyibl FeMOCHAEPH-
Ha BHewseToyHO. C y4éToM Hamuuus Bexymux cuHapomos: J(H,
Tsokénon KA, tunnansix u3meHennit Ha MCKT nérkux, BbI-
SIBJIEHUS cuaepodaroB B MOKpOTe OOJIbHOM ObLI BHICTABIIEH AU-
arHoO3 — HMANOIATHYeCKUil reMocuepos nérkux. Ha done Tepa-
UM TIPEAHU30JIOHOM (2 MI/KT B CYTKH) YAAIOCH OBICTPO KYIHPO-
Bath JIH, yBeNMUUTh KOHIIEHTPAIIMU TeMOITIOOMHA I YMEHBIIUTD
SIBJICHUSL AUCCEMHUHAINH B JIETKUX.

3axnouenue. OCOOEHHOCTBIO MPEICTABICHHOTO KIMHUYE-
CKOTro ciydas sBisercs no3anuil nedtor UIJI ¢ ocTpbIM pa3Bu-
treM TUnU4HbIX cuHapomos JIH, XXJIA, npu orcyTcTBUM KpO-
BoxapkaHbsi. CBOEBpEMEHHOE HaYalo MMAaTOTeHETHYECKOH Tepa-
ITUH TIO3BOJIMIIO YMEHBIIHUTh PUCK MHBATHIM3ALNH MAIUSHTKH 1
YAY4IIATH IPOTHO3.

BPOXOEHHAS LUTOMEIANIOBUPYCHAS
MH®EKLMSA Y HOBOPOXOEHHOIO C BONE3HbIO
MUHKOBCKOIO-LLO®®PAPA

CypkoBa H0.H., Xoxnosa A.l., MupoHoBa B.A.
Hay4Hbi pykoBoguTens: goueHT E.A. CapkucsH

OrAQY BO «Poccuinckuin HaumoHanbHbIA
nccnenoBaTenbCKU MeQULMHCKUIA YHUBEPCUTET NMEHU
H.W. Muporosa» Munagpasa Poccun, Mocksa, Poccus

Knrouesbie criosa: knuHu4eckul criyqal; 8poxx0EHHas
yumomeaanosupycHas UHeKyus; aHemusi; 6one3Hs
MuHkoeckozo—LlLloghghapa

Axmyanvrocmy. BpoxxaéHHas TUTOMETAIOBUPYCHAsT HHPEK-
nus (BIIMBU) xapakrepusyercst UPOKUM MHOTOOOpa3ueM KITU-
HUYECKHX IMPOSIBICHUH, YTO 0OYCJIOBICHO TPOMNU3MOM IIUTOME-
rasopupyca (LIMB) k pa3nu4HbIM KiieTKaM opraHusma. JlaHHbIi
(hakT CHMKAET HACTOPOXKEHHOCTh B OTHOIICHUH HACJIEACTBEHHBIX
3a005eBaHNi, OCHOBHOE KIIMHUYECKOE MPOSBICHUE KOTOPBIX CXOJI-
HO ¢ BIIMBMU, X0Th 1 iposiBisieTcst 00JIee BBIPAKECHO.

Onucanue knunuueckozeo cayuas. Manpauk X. OT Marepu
27 net. lanHas GepeMEeHHOCTD 3-s1, MpoTeKaia Ha (JOHE aHEMUH,
ocTpoii pecniuparopHoii BupycHoi uHpexnuu. Ha ynsTpasByko-
BBIX CKPUHHUHTaX IUI0JIa BBIABISUTUCH aCLUT, reraToCcIieHOMera-
JMs, aHeMUs1, TOTpeOOoBaBIIas IPOBEJICHUS BHYTPHYTPOOHOTO I1e-
penuBaHus KpoBU. PeGEHOK pomuics Ha 35-if Helere recTanuy ¢
Maccoit Tena npu poxkaernu 2700 1, umHoM Tena 47 cM, OlleHKa
o mikaje Anrap 2/4 6annos. [Ipu pokJICHUN COCTOSIHUE KpaiiHe
TsDKENoe, 00yCIIOBIEHO TEUCHUEM BHYTPHYTPOOHOH HHeKuuy,
TpeboBaach peaHnManus B pouiibHOM 3ane. [Tocne poxaeHus
YPOBEHb reMOrIO0MHA COCTaBISUT 87 I/J1, POBOAMIIACH TPAHC Y-
315 3pUTPOLUTAPHOI B3Becu. Ha 5-e cyTkn xu3HMu peOEHOK re-
peBelIEH B OT/IENICHUE PeaHNMallMi 1 MHTEHCUBHOM Tepaniu HO-
BOPOXIEHHBIX MHOTOIIPOMUIBHON AETCKOHM OONBHUIIBI B TSKETIOM
cocrosHuu. I1o JAHHBIM KOMIIJICKCHOI'O 06cne)103a1-11/1>1 JAuarHo-
CTHpPOBaHAa TUIIEppPEreHepaTopHasl aHeMUsl, CHHIPOM LIUTOJIN3A,
runepOuTpyOnHeMus, TUepHeppPUTHHEMHES, TOBBIIICHAE YPOB-
Hs C-peaktuBHoro Oenka. ITo qaHHBIM MOJIMMEPHOMN LIENHOM pe-
akin Ha TORCH-undekuun oonapyxena JJTHK IIMB B kpoBu n
Mode. Ha 20-e cyTku *HU3HM Ha3HAYEH BaJTAHIIMKIOBHP B COYETa-
HHU C aHTULIUTOMETaJIOBUPYCHBIM UMMyHoIoO0ynuHoM. Ha done
STHOTPOITHOW TEepaIuy COCTOSIHUE PeOEHKA YITydIlaaoch, OTHAKO
COXpaHsJIach yactas noTpeOHOCTh B TpaHC(y3HOHHOM Teparuu.
BbIsiBIeHO TaKKe CHU)KEHHE OCMOTHYECKOW PE3UCTEHTHOCTH 3pHU-
TPOLIUTOB, B CBSI3U € YeM OBUIO IIPUHATO PEIICHHE PACIIUPHTD -
AarHOCTUYECKUI IOMCK B CTOPOHY HACJIECTBEHHBIX T€MOJINTHYE-
ckux aHemuid. [1o TaHHBIM MOJIEKYJISIPHO-TEHETHUECKOro o0ce-
JIOBaHMs BBIABJIICHA MyTalus B reHe SPTA2, BcTpevaromascs npu
6one3nn Munkosckoro—Illoddapa.

Ha nannblii MoMeHT ManpauKy 1,5 rozpa, reMoJuTHYECKHE
KPH3bI CIIy4aroTcs pa3 B 1—2 Mec U TpeOyrOT rOCIUTAIN3AINN B
TeMaToJIOTHYECKUE OTACICHNUS.

3axnouenue. B npencTaBIeHHOM cilydae TSDKENBIA aHeMU-
YECKUI CHHIPOM JUIMTEIILHOE BpEMsI PACLCHUBAJICS KaK KIMHHU-
yeckoe mposineHne BIIMBU. CHmkeHrne 0CMOTHYECKOH pe3u-
CTEHTHOCTH 3PHUTPOLMTOB M MOCTOSHHAS MOTPEOHOCTH B TeMO-
tpanchysusx y aereit ¢ BIIMBU siBisiercss mOBOJIOM K MTOHMCKY
HACJICICTBEHHON aHOMaJIMU CTPOEHUS SPUTPOLIUTOB.

k 3k sk
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QOPEKTUBHOCTb NNEYEHUA
NMPOTUBOBUPYCHbIMU NMPEMNAPATAMU
NPAMOIro AENCTBUSA XPOHUYECKOIO
BMPYCHOI'O FEMATUTA C Y OETEN

TasoBa E.B., MargansiHoBa A.T.
HayuHbi pykoBoauTtenb: poueHT O.C. MNo3neeBa

Prb0yY BO «WxeBckas rocyaapcTBeHHas MeauLMHCKas
akagemunsa» Munsgpasa Poccun, Wxeck, Poccusa

Knroyesbie criosa: demu; XpOHUYECKUU 8UPYCHBLIU 2enamum
C; npomueosupycHble npenapamsl NpssmMo2o delicmeusi

Axmyanvnocms. MesieHHOE IPOrPEeCCUPOBAHNE U MAIOCHM-
nromHoe TeueHne HCV-undexuun B 1eTCKOM Bo3pacTe crocoo-
HO NPHUBECTHU K TSHKEIBIM IOCIEACTBUAM. HTErpanys npoTHBO-
BUpYCHBIX TIpenaparos npsimoro aevictsus (IIII1) B paGoty ner-
CKUX MH(QEKIHOHUCTOB PaJHKAIbHO H3MEHMIIA HCXOJIBI JICYCHUSL.

Lenv: onpenenutd d3pexruBHocTs Tepanuu [TTT1]] xponu-
yeckoro BupycHoro renarutra C (XBI'C) y nereid.

Mamepuaner u memoowi. ITpoBen&H peTPOCHIEKTUBHBIN aHa-
JM3 MEIULUHCKUX JOKYMEHTOB 65 AeTel, HaXOIIUXCsl Ha AUC-
nancepHoM yuére ¢ XBI'C. ITpu sTom 14 nereil 66110 B BO3pacTe
3-6 ner, 51 6onbHON — 7—14 net. [Tuarno3 XBI'C Obu1 oaTBepk-
néH y Beex nereit meronom TP ¢ oonapyxennem PHK Bupyca
u ero reroruna. [{ns neyennss XBI'C ObLIM HCIIOIB30BaHBI MPO-
TUBOBUPYCHBIE ITpenaparsl NpsMOro ACHCTBHUs, COAEpIKalLUE TIle-
kanpenup/nudpenracsup, copocOysup/Bennaracsup. Obecme-
yenue 6osbHbIX aetelt IIIIIJ] ocymecTBisieTcs 3a cuéT CpesicTB
donna «Kpyr nobpay.

Pezynomamer. Knuanaeckue nposisinennst XBI'C y nereit pas-
HOOOpa3HbI, Yallle BCETO OTMEYAIHNCh MIPOSBICHHS JTUCIICTICHYE-
CKoro cuHapoma (14 nanueHToB), aCTEHOBEr€TaTUBHOTO CUHAPO-
Ma (4), remopparuueckoro cuaapoma (3). AKTUBHOCTb allaHHH-
1 aMuHOTpaHcdepasbl y 59 nerell coxpaHsiiach MUHUMAJIBHOH, Y
3 nereit — Obu1a HU3KOH (2—5 HOpM) M JHIIL y 1 GOJIBHOTO JI0-
cTHrIa yMepeHHbIx 3HadeHni (5—10 nopm). Teparnus TTTIIT]T ObI-
J1a Ha3HaueHa 57 MauueHTaM B 3aBUCHUMOCTH OT MX BO3pacTa U
Macchl Tena. 44 00IbHBIM OblIa PEKOMEH/IOBAHA CXEMa JICUCHHS
koMOuHanuel rekanpesup/nudpenracsup, 13 nersiM — komOu-
Hanuel BenmaracBup/codpocOyBup. 3a OONBHBIME MPOBOANIOCH
JMHAMAYecKoe HaOlfoeHe B TedeHne 12 Hex mocie Kypea mpo-
TUBOBUPYCHO# Tepanuu. Y 34 GOJNBbHBIX ObUT JOCTUTHYT BUPYCO-
JIOTUYECKHUH OTBET B cpeiHeM yxke Ha 4-i nenene mpuéma [T
— PHK Bupyca He oO0HapyxuBajach B KpoBU nanuenrta. buoxu-
MHUYECKast aKTUBHOCTb ()EPMEHTOB Y BceX OOJIBHBIX YMEHBIINIACH
JI0 HOpMaJIbHBIX 3HaueHuil. OqHako y 1 manuenra yepes 12 Hen
ocJIe MPOBEeAEHHOTO JICYSHHUs] KOMOMHAIIMEH TIperaparoB BeJra-
TacBup/codocOyBUp MPOU30MEN PelnIuB — BHOBB Obljla OOHAa-
pyxena PHK HCV B kpoBu meroznom ITIP, nmpu 3TroM 6roxummu-
YeCKasl aKTUBHOCTH COXpaHsJiaChb MUHUMAaJILHOM.

3axnouenue. Buenpenue IIIT/] npuBeno k 3HaYUTEIbHOM
snuMuHanuu Bupyca renaruta C. Ipu Tepanuu komOuHanuei rie-
KamnpeBHp/TUOPEHTACBHp ATUMHUHALHS BUpyca coctasmia 100%,
codocOysup/BenmaracBup — 93%. Hamm gaHHble TO3BOJISIOT TIO-
nararhb, 4to B Oymymiem, onaronaps IITT1/], MmoxxHO Oyaer noctur-
HyTb nosiHOM nukBuaanun XBI'C y nereit.

KPUNMTOMEHHAS OPFAHU3YIOLWASACS
NMHEBMOHUSA, ACCOLIMMPOBAHHASA
C MUKOMNA3MEHHOW UH®EKLMEN

TapacoBa B.A.
HayuHbin pykosoauTtens: poueHT C.WU. MNeTtpoBa

SIrBOY BO «CaHkT-INeTepbyprckuii rocyaapCTBEHHbIN
negnaTpuyecknii MeauLMHCKMn yHmBepeuteT» MuHsgpasa
Poccun, CaHkT-INetepbypr, Poccus

Knroueeble criosa: KnuHuYeckul criyyall; KpunmozeHHasi
opeaHu3yrouwjasics HeeMoHusi; demu; Mycoplasma
pneumoniae; uazHoCMuKa; fie4eHue

Axmyanvrocms. KpuntoreHHast OpraHu3yIoIascst THEBMOHUS
(KOIT)/obmutepupytomiuii OpOHXHOIUT OPraHU3yOIIAs THEBMO-
HUA — peakas popMa HANONATHYECKOTO HHTEPCTHLHATIBHOTO 3a-
GoneBanus AE€rkux. Dnunemuonoruueckue ganusie KOIT orcyT-
cTBYIOT. [IpuMepHO y 3% ManueHToB ¢ HHTEPCTULIMAILHBIM 3200-
neBaHHeM JErkux quarnocrupoBana KOII.

Onucanue kaunuueckoeo ciyyas. bonsHoit M., 8 ner. Pannanit
aHamHe3 0e3 ocobeHHocTel. OTATOmERHAs aTONNYECKast Hace-
CTBEHHOCTb. B Bo3pacte 7 seT nepeHéc ocTpoe peclupaTopHoe
3a00JIeBaHNE HEYTOYHEHHOU aTHOoI0ruu. Uepes 4 Mec NOSIBUINCDH
YTOMIIIEMOCTB, IIOTEPsl Beca, CyXoil Kailenb. PeciuparopHsle us-
MEHEHUsS] B BUJIE 0CJIA0JICHHOIO JbIXaHHs U PACCESHHBIX KPEITUTHU-
PYIOLIMX XPHUITOB ¢ 00EHX CTOPOH, CUMIITOMBI JIbIXaTeIbHON HEN0-
CTAaTOYHOCTH, YMEHbIlIeHHe caryparuu 10 91%. JluarnoctupoBana
akTuBHAs MHGekws Mycoplasma pneumoniae. BrIBIeHbI 3HaUH-
TCIbHBIC (pyHKLll/IOHaJ'IbH])Ie HapymeHUs AbIXaHU 110 PECTPUKTUB-
HoMy Tuny. IIpu KT opranos rpyauoii kiuetku auddysHo B 06oux
NETKAX COXPAHSACTCS MO3aMYHAs ITHEBMATH3AINS JIETOYHON TKa-
HU 32 CYET YIAaCTKOB YIUIOTHEHUS [0 THITY «MAaTOBOTO CTEKJIa» M
YYacTKOB IOBBIIICHHOW BO3AYLIHOCTH JIETOYHOM TKaHU BCIEN-
CTBHE OpOHXMONUTA. B X0/1e TOCIUTANN3aIMU HCKITIOYAJINCh CIel-
nduyeckas HHPEKIHs, AJUIePrudecKuii OpOHXOIErOUHBIH acHep-
TWIIE3, MyKOBUCLIUI03, IEPBUYHBIH UIMMYHOIE(DUIHT, BPOXKAEH-
HBI Teunut cypdaxranTa (BBIIOIHECHO CEKBCHIPOBAHHE TCHOB
SFTPC n ABC 3 — myTanus He BBISIBIICHA), CHCTEMHBIE 3a00J1e-
BaHMS, BOCTIAIUTENILHBIEC 3a00I€BaHMs KHIIIEYHHUKA, aTOITNYEeCKast
OponxuanbHas actMa. [IpoBeneHa TpaHCTOpaKaibHas OMOIICHS
nérkoro. Mopdoorudeckas KapTHHA COOTBETCTBOBAIA 04aro-
BOW KPUITOTEHHON OpraHU3ylolleiics NMHEBMOHUU C OONUTEPH-
pyromuM OpOHXHOIUTOM, HHIYLUPOBAHHBIM [EPCUCTUPYIOILEH
nHpekunei. bonpHOI moxyYan aHTHOAKTEPHATBHYIO TEpPaITHIO
(KITapUTPOMHUIIHH), IITFOKOKOPTUKOCTEPOHIbI, OPOHXOCIIA3MOITH-
TUYECKYIO TEPAITUIO C TIOJOKUTEIBHBIM 3(PPEKTOM.

3axnouenue. OnucaH penKuil BapuaHT KPUIITOTEHHOH opra-
HU3YIOLIENCs THEBMOHUHU Y peOEHKa § JIeT, acCCOLIMMPOBAHHBII ¢
Mycoplasma pneumoniae. Jlnarno3 moaTBepxaéH Mopdoorinde-
CKUM HCCIIeIOBAHUEM TKAHHM JIETKOTO, IOJyYeHHOH IIPH TPAHCTO-
pakaibHON OUOTICHH.

* %k ok
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NEPEBOA U MEXKYNbTYPHAA AOANTALUA
WHCTPYMEHTA CKPUHWUHIA HAPYLUEHUN
KOPMJTIEHUA W HEOOCTATOYHOCTU NMUTAHUA
Y OETEW C OUN (FNST) AnA NPUMEHEHUA

B POCCUM

TenosiH A.M., Oran T.A., Cycnonaposa I1.C.
HayuHbin pykoBoauTtens: pgoueHT H.I. 3BoHKOBa

OrAQY BO «[MepBbit MOCKOBCKMI rocyAapCTBEHHbIN
MeauLMHCKUA yHuBepeuTeT nmeHn N.M. CeveHoBa»
MwuH3agpasa Poccum (CedeHoBckuin yHMBepcuTteT), Mocksa,
Poccus

Knouesnie criosa: demckull yepebparnbHbili napanud;, FNST;
Hedocmamo4YHOCMb MUMaxUusi; HapyuweHUe KOPMIIeHUSs

Axmyanvrnocms. BoabHBIE NETCKUM LiepeOpaTbHBIM Mapai-
yoMm (JIL{IT) 3a4acTyro UCIBITHIBAIOT 3aTPYHECHUS IIPH TPOTIIATHI-
BaHMU MUY, YTO MOXKET IIPUBECTU K HEAOCTATOUHOCTH IIUTAHUS U
HU3KOH NPpUOABKE MACChI TeJla, 5TO HETaTUBHO BIMAET HAa UX POCT
u pa3Butue. HeoOX0oMMbl paHHSs THarHOCTHKA, PEry/IsIpHbIA MO-
HUTOPHHI COCTOSIHUS ITUTAHUS, a/IeKBaTHAsl ¥ CBOEBPEMEHHas T10-
MOIIb ISl YIAYUIICHUS COCTOSHUS MX 310POBbs U KauecTBa K3~
HU. B Poccuu 110 HacTosiero BpeMeHu He ObUIO MyOIMKalluii, B
KOTOPBIX OBUTH OBI IPEACTABICHBI OPOCHUKH AJIsI CKDHHHUHTIA Ha-
pyuienuii nutanus y aereit ¢ JLII.

L]env: obecneunTsb NEPEBO] HA PYCCKUIM SI3BIK U MEIKKYIIb-
TYPHYIO aJIalTalliio HHCTpyMeHTa ckpuHuHra «Feeding Nutrition
Screening Tool» («FNST») 1ist BeISBJICHHUS TPYIHOCTEH ¢ KOPM-
JIleHueM 1 HefocTtatodHocTy nutanus y aereit ¢ LI u cBoepe-
MEHHOTO OOpAILEHNUS K CIELHATUCTaM.

Mamepuanvt u memoouvl. MeXKyIbTypHast ajanTanus couep-
JKaHMs OIPOCHMKA COCTOsUIA U3 7 HTAIOB: IUNIAHMPOBAHUE aJall-
Taluu, IPSMOH MEePeBOJ], CHHTE3 TIEPEBOJIOB, CIIEHON 00paTHbII
IepeBo/l, MPOBEPKa Mpolecca KyJIbTypPHOH 3KBUBAJIEHTHOCTH,
MIPeABapPHUTEIFHOE TECTHPOBaHKUEe, (GOPMUPOBAHHE OKOHYATEIIb-
HoM Bepcu. [IpenBapuTenbHOE TECTUPOBAHUE MPeAPHHATBHOMI
BEpCHUHU ONPOCHUKA IPOBOAMWIOCH ¢ yuactueM 30 poxureneii/omne-
KyHOB Jjieteii ¢ ruarnozom JLIT n 10 MmenquumHCKIX paOOTHUKOB.
Bce sranbl paboTsl npoBeaeHbl B CEUEHOBCKOM YHUBEPCUTETE U
OI'AY «HMUL] 3n0poBbst netein» Munsznpasa Poccun.

Pe3ynbmamei. ITOTOBBIN PyCCKOS3BITHBIN alalTHPOBAHHBII
4-TyHKTOBBIM MHCTPYMEHT CKPUHUHTA MPEACTABISET KOPOTKUN
Y TIPOCTOM ONMPOCHMK JIJIs BHISIBJICHUS HAPYIICHUH KOPMIICHHS U
HesocTaTouHoCTH nuTanus y aereii ¢ JILIT B Bozpacre 2—19 net.
[lepeBos orpocHUKa HAa PYCCKHUIl A3bIK CTPYKTYPHO HE M3MEHMIT
€r0 UCXOJIHYIO BEPCHIO U OKa3aJICs IPOCTHIM JJIsl TOHUMAHUS KaK
pOIUTEISIMI/OTIEKyHAMH, TaK ¥ MEAUIIMHCKIMHU pabOTHUKAMHU.

3axnouenue. bnaronapst mepeBoy U MEKKYJIbTYpHOU ajan-
taiuu onpocHuka «FNST» B Poccun nosBuiicst HOBbII HHCTPY-
MEHT 75l CKPUHUHIa HapyuleHuil nuranus y aerei ¢ JLII, xo-
TOPBIN MO3BOJIUT BBISABIATH UX HA PAHHUX CTAJUAX U 00ECIIEUUT
BO3MOXXHOCTH CBOEBPEMEHHON MOAM(DHKAINHN IIJIAHOB JICYSHUS,
YTO YJAYULIUT JOJITOCPOYHbBIE PE3YIIBTATHI.

ATAKCUA-TENEAHMMIKTA3USA: CEMEVHDIN
CNYYAN NO3OHEWA AUATHOCTUKN CUHOPOMA
nyn-BAP

TepeHTbeBa A.B.

HayuHble pykoBoautenu: npodeccop
A.A. Ky3HeuLoBa, A.B. JlobauyeBa

®IrBOY BO «CaHkT-lNeTepOyprckunii rocynapCTBEHHbIN
negnaTpuyecknii MeauLMHCKUA yHusepcuteT» MuHsgpasa
Poccuu, CaHkT-INetepbypr, Poccus

Krrodeenble criosa: KnuHU4YecKul cry4dad; amakcusi;
meneaHauskma3susi; cuHopom Jlyu—bap; duazHocmuka

Axmyanvrocms. Atakcus-reneanrudkrazus (AT, cuaapom
Jlyn—bap) siBasieTcst GopMoOil MEPBUYHOTO UMMYHOIEDUIUTA
(TTU[T) ¢ ommbounoit penapanueit JTHK n3-3a myraruu B reHe
ATM w nipeapacroNoKeHHOCThIO K OHKOJIOTHUECKNAM 3a00JieBa-
HusM. [Ipyu nporpeccupyronemM HapylIeHUU OXOJKH, 3pEHUs U
peuu B COYETAHMH C TEJICAHTMIKTA3USAMHU JJAKE B OTCYTCTBUE TA-
JKEITBIX MH(EKIM B aHaMHe3€e TpeOyeTcs IIOMOIIb UMMYHOJIOTa.
AT cpenu ITN]] BcTpeuaercs yacto (1:40—1:100 TbIc.) 1 Xapakre-
pH3yeTcst IpKUM Pa3HOCTOPOHHHM (DEHOTHITOM: MH(PEKIUH, HapYy-
IIEHUE [TOXOJKU U TeseaHru3krazuu. [Ipu 3ToM Auaruo3 craBuT-
csl B cpeJiHeM uepes S Jet nocie aedrora 3aboneBanus. MHOroo0-
pa3ue CUMITOMOB NPUBOAMT K 33JePKKE MOCTAaHOBKH JTUarHo3a.
TTosTomy BaxkeH aHanu3 Kax0ro cirydast AT 1 0CBeIOMIEHHOCTb
Bpauel pa3HbIX CHEIUAIBHOCTEH.

Onucanue kmunuueckoeo ciyyas. Ilpencrasisem ceMelHbIi KIH-
HUYECKUH ciryuait mo3aueit nuarHoctuku [11]] B cembe y 3 mereii:
Mansauk Y., 9 net; nesouku C., 7 net u M., 4 rona. bpak II crene-
HH POJICTBA, POJIUTEIIM 3THUUECKUE JIE3TUHBI, Y POJCTBEHHUKOB ObI-
JIM CMEPTH JIeTeil B paHHeM Bo3pacTe. Mansuuk Y. B 4 rona nepenéc
TSDKEITYIO THEBMOHUIO, OTMEYaIach IIaTKOCTh TIOXOKH; ¢ 6 JIeT 4a-
CTBIE pecnnpaTopHble HH(EKINH, MOCTOSIHHBIN Kamenb. B 8 et B
CBSI3U C IIPOIPECCUPOBAHUEM aTaKCHHU U 33€PKKOI MCUXOPEYEBOro
pazButust ipu MPT ronoBHOTO Mo3ra AIMarHoCTHPOBaHbI arpoduye-
CKHE M3MEHEHHS TIOTyLIapUid K MO3KEUKa, BIICPBBIC BBISIBIICHBI TEJIC-
AHTUIKTa3uH cKiiep. 3anono3peH cunapom Jlyu—bap. [To pesynsraram
NGS: aa-Bapuant B rene ATM. Y cpenHeil cecTpbl CXOKast KITMHH-
YecKas KapThHA: B Bo3pacte 1 rox cinabocts npu xoapoe, ¢ 3 et no-
IIaTBIBaHUE, ¢ 6 JIET TeIeaHTMIKTa3nH Ha ckiiepax. [lomyueno rene-
THYECKOE TOATBepiKIeHue. B nepros o6cnenoBanus cectpol Y. u C.
MEPEHOCHIIN 000CTPEHHE XPOHNYECKOTO OPOHXHOIHTA, OCTPBIN PH-
HOocHHYcHT. JIaboparopHo: TunorammarioOyauHeMus, B-mumdonu-
ToneHus1, cHwkenue yposHeit IgA. Ipu KT opranos rpynHoii kier-
K1 HIDKHUE JIOJH JIETKKX M0 THITY «JIepeBa B IToukax». ¥ aeBodxu C.
IJIMHIpHYEcKHe OpoHx03KTa3bl. Y Miasmen M. ¢ 1 roma cimabocthb
TpH XOZIbOE M TeNICaHTMIKTa3uH, ¢ 3 et arakcus, npu KT npusna-
KH XPOHUYECKOTO OPOHXMOIIUTA, JTA0OPATOPHO TMIIOraMMario0yIu-
Hemus, T-mumdormronenust. [Tnanupyercs Bepudukays quarHosa

3axniouenue. Y nauuento ¢ AT B neGrote 3a00sieBaHNs BbI-
pa)KeHO HapyILIEHNEe KOOPIMHAIIMH, ITO3KE TTOSIBIISIFOTCS TeJICaHT U~
9KTa31H ¥ CHHOMYJIbMOHaNbHbIE nH}ekmu. Hapacraromas arax-
CcHs, IM3apTPpHsl — MOBOJ K POBEAECHUIO TMarHOCTUYECKOIO ITOUC-
ka B otHomeHuu [T1JI-AT emé 10 mosiBlIeHUs TeIeaHTHOIKTA3UI
ckiep. Benenue nanuentoB ¢ AT TpeOyeT MyJIbTHIMCIUILTHHAD-
Horo noaxoza. Het nedenus, criocoOHOTo 3aMeIuTh Helipoere-
Hepaluio, Ho auTHOakTepuanbHas Tepanus 1 BBUIT HeoOXomumbl
B 3aIIUTE OT HH(EKIMI U IPOrpecCupOBaHMs TOPAKEHUS JIETKHX,
nosToMy BakHO BbIsIBUTH [IM]] y neteit, poxx1EHHBIX 10 BBEIACHUS
PaCIIMPEHHOTO HEOHATAIIBHOTO CKPUHHHTA.
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BbIABMAEMOCTb BPOXOEHHbLIX MOPOKOB
CEPOLA Y OETEW NEPBOIO NOAA XXU3HU
B AMBYJTATOPHbIX YCNOBUAX

TeTepuHa O.A."

HayuHble pykoBogutenu: B.1O. TrokauéBa',
J1.B. TetepuHa?

'®IrbOY BO «[MeTpo3aBoAckuiA rocyaapCTBEHHBIN
yHuBepcuteT», MuHobpHaykm Poccuu, NeTposaBofck,
Poccus;

’I'bY3 «lopoackas aetckast nonuknvMHuka Ne 2

r. MeTpo3aBoackar, MNMeTposasoack, Poccusa

Knrouesnie criosa: demu; 8poxOEHHbIE MOPOKU cepdua;
OuasHocmuka; ambyrnamopHble ycrosust

Axmyanvrnocms. PanHee BBISBICHNE U JEUCHNE BPOXKIEHHBIX
nopokoB cepaua (BIIC) sBistoTcs BaKHBIMY 1IaTaMH Ha MTyTH K
CHI)KEHMIO CMEPTHOCTHU U MHBAIMIHOCTU CPEIU ACTEH.

L]env pabomul.: onpenenenue ypoBHs BbiBisiemoctu BIIC
y nereii 1-ro roya )Ku3HU B aMOyIaTOPHBIX YCIOBHUSX.

Mamepuanvt u memoosi. B amOynaTopHBIX YCIOBHSAX B paM-
Kax yJIbTPa3ByKOBOTO CKpPHHUHIA CEpAla y JeTel B BO3pacTe 0O
3 mec obcnenosano: B 2021 . — 520 nereit, B 2022 . — 241 pe-
0énok, B 2023 . — 310 nereii.

Pesynemamoi. AHaIN3 TaHHBIX 00CIIEIOBAHUS CepALa y Ae-
terr mo 3 mec 3a 2021 . mokazan, yto u3 520 nmereit y 48 nme-
rorest BIIC, u3 HUX AedekT MexOKeIyI09KOBOH MEepPEeropoKu
(JAMOKIT) — y 24, otkpbIThlii aprepuanbHblii mpoTok (OAIT) —
y 14, crenos nérounoit aprepun (JIA) —y 8, BpoxxaEHHAs HEOO-
CTaTOYHOCTh TPUKYCIHJAIBHOTO KjanaHa — y 1, Bpoxxa&HHas
HEI0CTaTOYHOCTh MUTPAJILHOTO Kianana —y 1. IIpu aTom oOHa-
PYKEHBI Tarke 729 MaJlbIX aHOMaJIMi Cep/ia: OTKPHITOE OBAITb-
Hoe okHO (OO0) — y 247 nereit, oKHAsT XOp/ia JICBOTO XKey-
nouka (JIXJIK) — y 460, aneBpu3Ma MeKIpEICEpIHOM mepero-
ponku (MIIIT) —y 14, ynnuHEHHAas eBCTaXueBa 3acJIOHKa — Y 8,
6e3 naronoruu 6su1 41 pedénok. Io nanueivm Y31 cepaua 3a 2022
L.y 19 u3 241 pe6énka 6bu1u BoisiBiensl BIIC (JIMXKII —y 4,
OAIl —vy 5, creno3 JIA — y 4, IByCTBOpYATHI KIIAIIaH a0PTHI —
y 2, runoruiasust aoptel — y 1, JIMIIIT — y 1), MaJibie aHOMaINU
cepaua — y 305 (OO0 — y 116, JIXJDK — y 187, aneBpusma
MIIIT — y 1, yanunaéHHas eBcTaxuesa 3acioHka —y 1), 6e3 ma-
tonoruu Obu1 21 pe6énok. ITo nannsiv Y3U cepaua 3a 2023 r. u3
310 nereit y 25 6b1u BoisgBieHs! BIIC (JJMXII —y 5, OAIl —
y 14, creno3 JIA — y 3, koapkTanus aopTel — y 1, BpoxxaEHHAS
HEI0CTaTOYHOCTh MUTPAJIBHOTO Kilanana — Yy 1, KoOMOMHHPOBaH-
Helii BIIC — y 1), maneix anomanuii cepana — 394 (OO0 —y
145, JIXJDK — y 246, anespusma MIIII — y 3), 6e3 naronoruu
ObL10 36 meTeit.

3axnouenue. Hanbomnbiee uncno BIIC y obGcienoBaHHBIX
neteit 6010 BBIsIBNIEHO B 2021 1. Yacto BeTpevarommmucs BIIC
seisttorcest JIMOKIT u OATL. YeraHOoBIEHO OOIBIIOE YHCIO MaIbIX
aHomaiui cepaua, ocooenHo OO0 u JIXJIK, koTopbie MOTYT CO-
yeTarbes Apyr ¢ apyrom u ¢ BIIC. O6s3aTenbHblil yabsTpa3ByKo-
BO CKPUHUHT cep/la y AeTel IepBbIX MECALEB KU3HU CIOCO0-
CTBYET paHHEMY BBISIBJICHHUIO IOPOKOB PA3BUTHUS U COXPAHCHUIO
310POBBS M YKU3HU JETEH.

BOCNANUTEINbHbIE 3ABEOJIEBAHUA
KULEYHUKA U NCOPUA3: HOBbI/ BbI3OB
B JIEHEHUU

TuxoHoBckun MN.A."

HayuHble pykoBoguTenu: npodeccop
A.C. Notano'?, npoceccop H.H. Mypawkunn'?

TOrAY «HaumoHanbHbIN MEeAULIMHCKUIA UCCINEeaoBaTenbCKUin
LeHTp 3g0opoBbsa aeten» MuHsapasa Poccun, Mocksa,
Poccus;

20FAQY BO «[MepBbli MOCKOBCKMIA rOCYyAapCTBEHHbI
MeauLMHCKUA yHuBepeuTeT nmeHn N.M. CeyeHoBa»
MwuH3agpasa Poccum (CeveHoBckui yHuBepcuteT), Mocksa,
Poccus

Kntouesbie criosa: demu; socrianumernbHbie 3abosiesaHusi
Kuwe4HukKa, rncopuas; eeHHO-UH)XeHepHas buonoesuyeckas
meparnus

Axmyanvrocms. B mocneHee necATUIETHE OTMEYAETCS yBe-
JIMYECHUE IPUMEHEHHS TeHHO-MHKXEHEPHBIX OMOJIOTUUECKHX IIpe-
naparoB (I'MBII) npu BocnianuTeabHbIX 32a001€BaHUSIX KUILIEYHUKA
(B3K), HekoTOpble M3 HUX UCHOJIB3YIOTCSA U B TEPAITUH IICOpHa3a
(ITc). OnHaxo MoSABIAIOTCS JaHHBIC, CBUCTEIbCTBYIOIINE O pa3-
BUTHH NTApaIOKCATBHBIX PEAKIUH (B TOM YHCIIE ICOPUA30I0100-
HeIxX ([1cIT)) Ha GoHe Tepanuu UHrHOUTOpaMK (akTopa HEKpo3a
omyxonu-o (antu-OHO-a).

Llenv: onpenenuTh 4acTOTy BO3HUKHOBEHUS I1apal0KCaIbHBIX
Icll-peaxnmii koxu y manuenTtos ¢ B3K u Ilc Ha doHe neuenus
naruoutopamu DHO-a.

Mamepuanet u memoowt. TIpoBei€H peTPOCTICKTUBHBIN aHAITN3
UCTOpHIi Oone3HH 15 manueHToB, HAOMOIABIINXCS B TACTPOIHTE-
postornueckom otaesneHuu B 2023 r. OueHuBamy cieayomue mno-
kazarenu: BapuanT Ilc (uctunnsiii unu Icll), TUBII nepsoit mu-
HUH, He0OXoMMMOoCTh oTMeHbl/cMenbl ' BIT Tepanuu u Bua apy-
roro 'UBII. K ciydasim uctunHoro Ilc oTHeceHBI ManueHTsl, Y
KOTOpBIX nepBuyeH [1c u nanuenTs! ¢ nedtorom Ic mocne B3K, y
koTopbiX Ha poHe ['MBII nocTurHyTa pemMuccHs u/uim OTCyTCTBY-
eT yxyauleHue koxHoro npouecca. K napanoxcansusiv Icll pe-
AKIMAM OTHECECHBI NAIUEHTH, Y KOTOPBIX NOPAKEHUE KOKU BO3-
nukio rnocie aedrora B3K, npuuém ['MBIT ycunusanu w/nnu mnpo-
BOILIMPOBAJIN Pa3BUTHE KOKHOTO TIOPAKEHUSI.

Pezynomamur. Cpenu 15 neteit ¢ B3K u e v [cll-peakmmeit
6bu10 11 meBouek u 4 Manpunka. Menuana Bospacra nereid 16 [13;
17] net. V Bcex aereit auarnoctuposana 6omnesns Kpona. ¥V 9 u3 Hux
ormedaiucs I1cll, y 6 — uctunnslii Ilc. IIpenaparamu nepsoii u-
Huy Oput uHrHouTOpsl @HO-01: y 7 GONBHBIX afanuMyMad, y 6 UH-
(imukcuma0; apyrue I'MBIT—y 1 cekykuryma0, y 1 nkcekusyma0.
Ipu 3ToM y 12 GonbHBIX ToTpeboBaiach 3ameHa Ha jipyroit [ UBIT, y
3 13 KOTOpBIX Ha (oHE Tepanuu HHPIMKCMMaboM pasBiiack [1clI-pe-
axuys, norpedosasiuast cMens! ' Bl T-repanuu. [TocnenosarensHas
aHTu-OHO-0 Tepanust 6bu1a y 1 601bHOTO (anamumymad + uHGIU-
kenma0). Y 4 nereil Takas Teparuis (MHGIMKCHMA0 + agamimymad)
npusena K passutuio Icll-peaxiyn, uto, ¢ y4€TOoM THKECTH KOXKHO-
ro Tporiecca, norpedoBaio ormenbl aHTH-OHO-0 Tepanuu y 3Thx
OOIbHBIX, ay 1 peO&HKa ObLIa IOCTUTHYTA PEMHCCHS KOYKHOTO TIPO-
ecca Ha ()OHE TOIMUECKOH TOPMOHAILHOM Teparvu.

3axniouenue. Ilpumenenue antu-OHO-o npenapaTtoB MOxeT
IPUBOIUTH K Pa3BUTHUIO 1APAT0KCATBLHOIO IICOPHA30II0A00HOI0 0-
paXKeHHs KOXKH, TOATOMY U1l CBOEBPEMEHHON KOPPEKIIUH TEepariu
clietyeT NPOBOAUTH AUHAMUUECKUH MOHUTOPHHI COCTOSHUSI KOXKH
1 OCYLLECTBIIATH MYJIBTUAUCLUIIIMHAPHBIN MTOAXO0 CIIELIUAJIICTOB.

* %k ok
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NPEUMYLLECTBA BAKLUWHALMN OETEN
C AYTOBOCNAINUTENbHbIMMN 3ABEONEBAHNAMU

TonkmuT M.C.
HayuHbin pykoBoauTtens: E.lO. MakapoBa

OrbOY BO «CaHkT-INeTepbyprckuii rocyaapCTBEHHbIN
negnaTpuyeckuii MeanLUMHCKMn yHmeepceute™» MuHsgpasa
Poccum, CankT-Tetepbypr, Poccust

Knouesbie criosa: 0630p; demu; 8akyuHayus;
aymosocnanumerbHble 3abonesaHusi

Axmyansrnocme. BpadaM IIepBUYHOIO 3BEHA B YCJIOBHAX OTpa-
HUYEHHOT'0 BPEMEHHU Npuéma TpyIHO ObICTPO NPUHUMATh peliie-
HHE 0 BO3MO)KHOCTH BaKIIHHALIMH JI€TEi C UMMYHOCYIPECCUBHON
Teparnuei, 9To MPUBOAUT K HEOOOCHOBAHHBIM MEIUIIMTHCKUM OT-
BOJIaM OT BaKLUHALIH.

L]ens: cTpyKTyprpOBaTh 3HAHUS Bpadyel U poaUTENEN O Bak-
LUHAIMYU JeTeH ¢ ayTOBOCHIAIUTEIbHBIMU 3a00JI€BAHUSIMU U pa3-
pabortarh ynoOHBIN OHIAH-ITOMOIHHUK.

Mamepuanvt u memoosi. [TpoaHanTH3UPOBaHBI Oy OJIHMKOBaH-
Heie B Medline marepuanst ¢ 2000 o 2023 1. TIpoBeieHo aHke-
THUPOBaHUE Bpadel MeJuaTpoB, TaCTPOIHTEPOIOTOB U PEBMATOIIO-
roB amOynaroproro 3BeHa Cankr-IlerepOypra u Cesepo-3anaj-
HOro pernona P®.

Pesynemamei. TeyeHnne ayTOBOCIAIMTEIBHBIX 3a00eBaHNI
B JIETCKOM Bo3pacTe Oojee arpeccuBHOe. [lanineHTsl Ha HIMMYHO-
CYIPECCUBHOM TEpaIUy MOIBEPTarOTCs HOBBIILICHHOMY PHUCKY TS~
xénoro TedeHust nHQekuuii. [[ppmMeHeHne HHruOUTOPOB (hakTopa
HEKpO32a OIyXOJIH-0 [IOMOIaeT CHU3UThH BOCHAJICHUE, HO B TO XKe
BpEMsI 0/IaBIIsieT HOPMaJIbHbIE BOCTIAJIUTENILHBIC PEaKIIMU POTHB
MHQEKIMOHHbBIX areHTOB, YMEHbIIasi MIMMYHUTET nauueHTa. [Ipu
9TOM TaKHe AETH UMEIOT HU3KUI ypoBeHb BakHAIMH. COTIacHO
OTEYECTBEHHBIM U €BPOIIEHCKIM PEKOMEHIALIUSIM, OOJIBHBIE TOIK-
HBI CIIEJOBAaTh PaCIMPEHHOMY KaJICHIApIO BaKIIMHALINH, HCKIIIO-
YEHHE COCTABIISIOT )KUBbIC BAaKLIMHBI. B aHKETHPOBaHNY y4acTBO-
BaJIU 2 TPyNIbl Bpaueii: 1-g rpynmna — 51 ractposHTepoIor U Ie-
nuarp (crax pabdotsl Bpadom (Me) 13,6 (2,7; 17,0) ner, cpennee
YHCIIO TAIlMEHTOB C BOCTIAIUTEIbHBIME 3a00JICBAHUSIMU KUILIEY-
nHuka B rog — 3 (1; 10)); 2-s rpynma — 46 peBMaTonoroB (CTax
pabotsl BpauoMm (Me) 7,8 (2,0; 18,0) niet, a manueHToB ¢ OBEHUIIb-
HBIM MJIMONIATHYECKUM apTpuToM B rog — 75 (26; 130)). Yera-
HOBJIEHO, uT0 17,6% Bpaueil 1-if rpynmst 8,7% Bpaueit 2-i rpyn-
Bl CYUTAIOT, YTO BAKI[MHAIIMS KHBBIMU BaKIIMHAMU MAIIUEHTOB C
HMMYHOCYTIPECCUBHOM Tepamnueii Oe3onacHa (p = 0,05). Bakiu-
HalMIO HEeKUBBIMH BAKLIMHAMH CUMTAIOT OE30MaCHON B COCTOSI-
HUM pemuccun aumb 53% Bpaueit 1-# rpynnsl u 36,9% Bpaueit
2-it rpynst (p = 0,43). Cpenu OCHOBHBIX IPUYMH HETIOIHOM BakK-
LUHALUY JIeTel ¢ BOCHAINTEIbHBIMH 3a001€BaHUSIMU KUIICYHU-
Ka 1 FOBEHWJIbHBIM HUANONIATHYECKUM apTPUTOM CIICLUAINCTHI |-
1 2-# TpynI BeIAEIAIOT 60s13Hb poauteneit (42 u 46%; p = 0,003)
u crenuanuctos (40 u 21%; p = 0,001) B oTHOIEHUH yXy/lLIe-
HUSI Te4eHHs 3a00JIeBaHMs 1OCe BaKIMHALNHU, OTCYTCTBHE JIU-
60 HenocTaTouHast nHGopMupoBaHHOCTh poauteneit (30 u 35%;
p =0,071) u Bpaueii nepsuyHoro 38eHa (36 1 22% COOTBETCTBEH-
HO; p = 0,023) B HE0OXOAMMOCTH ¥ OE30TTACHOCTH BAKI[MHAIIHH.

3axnmiouenue. Bpauam HeoOXoquM ynoOHas IPOrpaMma, KOTo-
PpBIit OyeT moMorarbs NPHHUMATh PEIICHHE O BO3MOKHOCTH BakK-
nuHau. Hamu paszpaboransl telegram-00T 1 MOOMIIBHOE TIPHIIO-
JKEHHUE ISl CTPYKTYPUPOBAHUS MHPOPMAIMK O BaKIIMHAIIMY T1a-
LUEHTOB C ayTOBOCIAIUTEIbHBIMU 3200JICBAHUSIMU.

OUHAMMKA YNBTPA3BYKOBbIX MOKA3ATEJIEN
PETPOBYJIbBAPHOIO KPOBOTOKA INPU
PA3NTMYHON ONUTENbHOCTU CAXAPHOIO
OWABETA 1-ro TUMA Y OETEN

TpudoHoBa E.U., KauaHos [.A.

HayuHble pykoBoguTenu: npoceccop
10.I. Camonnoga, goueHT C.B. PomuHa,
poueHT M.B. KowumeneBa

®Ire0Y BO «Cunbupckuiin rocyaapCTBEHHbIN MEANLNHCKAN
yHuepcuteT» MuHsgpasa Poccum, Tomck, Poccus

Knrouesnie criosa: demu; caxapHbit duabem 1-20 muna;
Ouabemuyeckasi pemuHonamusi; yribmpa3seykoeasi
OuasHocmuka

AxmyanvHocmy. XpoHHUYECKasi THIIEPIIIMKEMUS [IPU CaXapHOM
nuabere 1-ro tuna (CII1) sBasiercss OAHUM U3 OCHOBHBIX (haKTO-
poB pa3putus auaderuueckoi perunonaruu (JIP). JnurenpHoe
OeccumMiToMHoOe TeueHue /1P, HeyKIIOHHOE TIPOrpecCupoBaHue 3a-
OosieBaHMs 0OYCIIOBIMBAIOT 0CO00€ 3HAYCHUE PETYISIPHOTO O-
TaJIbMOJIOTMYECKOTO MOHUTOPHHIA OOJIBHBIX JIJIsl CBOCBPEMEHHO-
TO BBISBIICHHS U3MEHEHHI CO CTOPOHBI IVIa3 U BBIOOpA aJieKBar-
HOM TaKTHKH BEJCHUs nanueHTa. HecBoeBpeMeHHOE BBISBICHUE
npu3HaKkoB /P mpuBOANT K 3HAYUTENEHOMY CHIDKEHHIO 3pEHHS H
CJIETIOTE, YTO BIMSET HA Ka9eCTBO JKU3HM, a TIOTeps 3peHHs 00Y-
CJIOBJIEHA KAaCKaJOM IaTOJOINYECKUX U3MEHEHUH CETYaTKH B OT-
BET Ha XPOHUYECKYIO THIEPIIMKeMUI0. [[eHTpaibHbIM 3BEHOM Ia-
torenesa JIP sBisFOTCS TpoLiecChl HApYIISHUS! KPOBOCHAOKEHUS
CEeTYaTKH C TOCIEAYIONICH HIlleMHel, Pa3BUTHEM OTEKA U PUCKOM
OTCIIOWKH CETYATKH.

Llenv: onpenennuTh N3MEHEHHUS YIBTPa3ByKOBBIX IOKa3aTe-
Jei peTpoOynbOapHOTO KPOBOTOKA MPH PA3IUYHON JITUTEIBHO-
ctu C/1 y nereii.

Mamepuanevr u memoodsi. O6cnenoBano 70 compubIx C/[1 B
Bozpacte 5—18 setr. B 3aBucumoctu ot amurensHoctu CI1 ne-
TH OBUIM pacrpeielieHbl Ha 3 TPYNIBL: 1-10 IPYIIy COCTaBHIH
20 nmereit co craxkem CII1 mo 5 ner; 2-10 — 30 OOIBHBIX CO CTa-
skem CII1 5-10 net; 3-to — 16 manmenTtoB co craxem CJ[1 6o-
aee 10 ner. [IpoBeneHo onpeeneHne ypoBHs NIMKUPOBAHHOTO I'e-
mornoouna (HbAlc), opransmockonust, yasTpa3ByKoBOE HUCCIIe-
JIOBaHHE INIa3HBIX sI0JIOK U OPOUTHI B peskuMe Jomuieporpaduu.

Pezynomamui. Tlpu noseimenun yposHs HbAcl > 9% BrI-
SIBJICHA €r0 KOPPEJIIUs CO CHIDKEHHEM CKOPOCTH KPOBOTOKA B
neHtpainbHoi aprepun cetdatk (IJAC) y GONbHBIX 2-i TpyMITbI
(» <0,05). B pexxume nomnmuieporpaduu npyu OLEHKE JTHHEHHOU
ckopocTH KpoBoToka 1o LIAC, rna3HeIM apTepusiM U BEHaM CeT-
YaTKH, 33/IHUM KOpOTKUM IunuapHbiM aptepusiM (3KLIA), Bepx-
HUM IJIa3HBIM BEHAM U IPH CPaBHEHUH JAHHBIX Y OONBHBIX 3
TPYIIT YCTAHOBJICHO 3HAYMMOE YCTOHYHBOE YMEHBIIECHHE CKOPO-
CTH KPOBOTOKA B 3TUX COCYJax, 3aBUCHMOE OT YBEIHUYCHUS [UIH-
tenbHocTh C/I1 y nereit (p < 0,05).

3axnouenue. JInurenabHOE BIMSHUE XPOHUYECKON TUIepr-
mukemuu npu CJ{1 y nereit conpoBoxaaeTcss HapyIeHHeM Kpo-
BOCHAaO)XEHHSI B XOPHOHJIEE U ceTyaTke 0e3 BHIMMBIX COCYIH-
CTBIX U3MEHEHHH Ha TJIa3HOM JHEe. MOHHTOPHHT CKOPOCTH KPOBO-
toka 1o [{AC, 3KIJA MOXHO UCTIONB30BATh JJI TUHAMUYECKOTO
HAOJIIOJICHUS 32 U3MCHCHUSIMH KPOBOCHAOXKEHHUSI CETYATKH NpU
CH1 y nerei.
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AYTOUMMYHHAA FTEMONUTUYECKAA AHEMUA
KAK MACKA ANnnc-nogosHOro CMHAPOMA

TynynoBa C.A., ObiweBa A.U.
HayuHbi pykoBoguTtens: goueHT J1.E. llapuHa

OrAQY BO «Poccunckuin HaumoHanbHbIA
nccnenoBaTenbCKU MeQULMHCKUI YHUBEPCUTET NMEHMN
H.W. Muporosa» Munsgpasa Poccun, Mocksa, Poccus

Knrouesbie crioga: KnuHu4ecKul criyqali; aymouMMyHHbIU
numgponponughepamueHbilti cuHopom; Mymauusi KRAS;
aHemusi; criieHoMmeaarnus

Axmyanbrocms. AyTOUMMYHHBIN MG OTpoarepaTUBHBINA
cunzipom (AJITIC) — penkoe reHeTHueckoe 3adosieBaHue, 00y-
CJIOBJIGHHOE HApYIICHHEM BHELIHETO IyTH alomnTo3a JUMGOLH-
Ta, ONIOCPEIOBAHHOTO MyTalusiMu B TeHe FAS. J{nst 3a0oneBaHus
XapakTepHbI JTUM(paJCHOIIATHs], CINICHOMETaIIUs], ayTOUMMYHHast
LUTOTICHUSI, MTOBBIIEHHE MOyl DNT-KIIETOK, CKIIOHHOCTH K
JTMQOHUIHBIM 3JI0KAYeCTBEHHBIM HOBOOOpa30BaHUsIM. MyTalus B
rene KRAS moxet npuBectr K pazsutuio AJITIC-nogoOHOTO CHH-
npoma, rposiisitorierocst kak AJITIC.

Onucanue xnunuieckozo ciyyas. Mansuuk, 3 rofa, rocu-
TaJIM3UPOBAH C )kajg00aMu Ha OOJIb U OrpaHUYEHHE JIBUKCHHH B
mree, 601 B )kuBOTE. JIabopaTopHO: TeMOTIIOOHH 83 I/J1, peTHKY-
noruTh 3,6-4,18%, TpombouuTer 79 % 10°/1, mpoda Kym6ca ot-
pHLaTenbHasi, TOBBIICHHE YPOBHEH OOIIMX HMMYHOITIOOYJIMHOB
A, G, M u Buramuna B12. ITpu Y3U: renarocnienomeranus 6e3
NPHU3HAKOB MOPTAJILHON MMIIEPTEH3UH; MIeHHbIN TuMdaneHut. Mc-
KIIFOUEHBI: JTuMQonponudepaTuBHbie 3a00JIeBaHNs, TOPTAJIbHAS
THIIEPTeH3Hs, BUpyCHas nHpeknus Dmreitna—bapp. [lauuent
BBINUCAH C JWarHo3oM: ['eMonuTHIecKast aHeMUsI C JTATEHTHBIM
TeMOJIN30M. B MeXrocnuTaibHBII NepHo/] COXPAHSUTICE CIUICHO-
Mmeranus, aneMus. [JoBTOpHO rOCIIUTAIN3UPOBAH ¢ CUMITOMaMU
reMOpparuyeckoro BacKynuTa (Chlib, CycTaBHOM cuHapoM). [Ipu
MOCTYIUICHHH: TeMOrTIo0uH 54 1/11, TpomGotmTsl 126 % 10°/1, neii-
xouuThl 2,58 % 10'%/1, cinenoMeranus. Mckiarouén 1e0roT reMoo-
JacTo3a M THCTHOLMTO3 U3 KIIeToK Jlanrepranca. JlaHHbIe aHaM-
He3a (JUTUTENFHO CYIIECTBYIOIINE CIUICHOMET AN, IUTOTICHH ),
KJIMHUYECKOTO ocMoTpa (TuMdornponudepaTiBHbIA CHHIPOM, aH-
THOHEBPOTHYECKUE OTEKH, BACKYJIUT) U 1aO0OpaTopHOro 00cie10-
BaHus (TUHepraMMarioOynuHeMusi, oBsieHrne DNT-kIeTok u
yposus B12) xapakrepns! aist AJIIIC u AJIIIC-nonoOHOTO CHH-
npoma. /1o morydeHns FeHeTHYECKOTO MOATBEP)KACHHS THarHo3a
pelieHreM BpaueOHOW KOMUCCHH ObLT Ha3HaueH cupoiaumyc. OT-
MEUEHO KyINHPOBAaHUE SIBICHUH reMOpPparnyecKoro BacKyJIuTa,
MNaHOUTOIICHUH, CIIJICHOMCIaJIuu. B MexrocnuranabHBIN nepuon
PpeOEHOK NOTyYaeT CUPOIUMYC, COCTOsIHUE cTabunbHoe. [Tomyde-
HBI Pe3yJIbTaThl FTEHETHUECKOTO UCCIieIoBaHus: B reHe KRAS BbI-
silieHa MyTanus ¢.37G>T B reTepO3UroTHOM COCTOSTHHH, Xapak-
tepHas it AJITIC-nionoGHOTO CHHApPOMA.

3axarouenue. s AJITIC u AJITIC-niogoGHOTO CHHAPOMA Xa-
PaKTepHBI MOIUMOP(YU3M KIMHUYECKOTO TEUEHHsI, TEHETHUYECKOe
MOJTBEPIKICHUE INarHo3a, BEICOKHH PUCK pa3BUTHS JIUM(QOIIPO-
Jr(epaTHBHBIX ¥ ayTOMMMYHHBIX 3a005eBaHui. J]JIst ONTHMECTHY-
HOTO MPOTHO3a JKM3HH M 37I0POBbSI ALMEHTOB Ba)KHBI CBOEBPEMEH-
Hasl IMaTHOCTHKA M PaHHEe Ha3HAuUCHUE TePaITUH.
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OCOBEHHOCTU ®U3UYECKOIO PA3BUTUA
U NUTAHUA OETEWU C OUCTPOPUYECKOU
®OPMOW BPOXXAEHHOIO BYNME3HOIO
3NMUOEPMONU3A

®domuHa A.3.", Anumosa A.M."

Hayu4Hble pykoBoautenu: npocdeccop
H.H. Mypawkun'?, goueHT H.I. 3BoHKOBa'?

'®IAOY BO «[epBbiii MockoBCkuiA rocyAapCTBEHHbIN
MeauLMHCKUA yHuBepeuTeT nmeHn N.M. CeyeHosa»
MwuH3agpasa Poccum (CeveHoBckui yHuBepcuteT), Mocksa,
Poccus;

20lAY «HauunoHanbHbIN MeaUUMHCKUIA nccrieaoBaTernbCKun
LleHTp 3gopoBbsa geten» MuHagpasa Poccun, Mocksa,
Poccus

Knrowesbie criosa: 0emu; 8poxX0EHHbIU b6yrnné3Hbil
anudepmornu3; chusudeckoe pasgumue; HympumueHbil
cmamyc; HympumusHasi noddepxxka; 2acmpocmomusi

AxmyanvbrHocmyb. Bpoxxa€HHbIN OyIIE3HBIN AMHUASPMOIN3 ITPO-
TEKaeT ¢ 00pa30BaHUEM IMy3bIPEi Ha KOXKE M CIM3UCTBIX 000J104-
KaX, COIPOBOXKIAETCS HapyIIeHUAMH Qusndeckoro pa3Butus (OP)
JIETe, YTO BIUSAET HAa KAaYE€CTBO M MPOIOJKUTEIILHOCTD UX JKU3-
uu. Jluctpopuueckas Gopma OymiézHoro snuaepmornsa (JIb3) —
TSDKENAs 110 TEUECHMIO, BEAET K TPO3HBIM OCIIOKHEHUSIM U TpedyeT
JIe4eHHs B OTACICHUH XUPYPIUU U PEaHUMALIH.

L]eny: onpenenuTs 0COOEHHOCTH (HU3UUECKOTO Pa3BUTHUS U
nuranus y pereii ¢ JIbD.

Mamepuanvt u memoowi. lIpoBen€n aHanu3 TaHHBIX HCTO-
puii Oone3HH 7 mManueHToB (MajbuuKa U 3 JEBOYKH B BO3PACTE
2-16 ner) ¢ IBD. Jletn ObUIH paciipeieieHbl Ha 2 TPYIIIBI 110 Ha-
JIMYHIO/OTCYTCTBUEO TaCTPOCTOMBIL. BblTH O1leHe b oka3aren OP
no crangapram BO3 ¢ pacuerom Z-score: poct/Bospact (HAZ),
Bec/Bozpact (WAZ), unaexc Maccol Tesa/Bo3pact (BAZ) npu nep-
BUYHOM MOCTYIUICHUH U B JIMHAMUKE, YUCIIO ONIEPALUii 110 MOBO-
Iy CTPUKTYP TIHIIEBO/A.

Pesynomamei. Huzkopocnocts (HAZ < —2) u nepunur mac-
col Tena (WAZ < —2) Habnropanuch y S OOJIbHBIX, yMEPEHHAS-TSI-
xEasi HeOCTaTOYHOCTh NUTanus (BAZ < -2) — y 4 nereit. YV 4
GonbHBIX ObLTa HaJIOKeHa racTpocToMa. CpetHUil BO3pacT IpH Iep-
BOI rocrMranu3anuu coctasua 60 Mec, npu nocryrienud B 2023
r.— 114,86 mec. 3nauenns nokazarenerd OP nmereii ¢ racTpocro-
MOif 1 6e3 He€ IPH IIepBOM MOCTYIUICHUH 3HAYMMO HE pa3inyajnch
u cocraBu: WAZ 2,78 u —1,75 (p = 0,13); HAZ -2,22 u —0,06
(» = 0,06); BAZ —1,94 u -2,10 (p = 0,42) coorBerctBeHHO. C Te-
yeHueM 3aboseBanus nokaszarenu OP yxymmanucs u B 2023 1. y
netelt ¢ ractpocroMoit u 0e3 He€ coctaBmwm: WAZ —5,57 u —4,45
(» = 0,38); HAZ —-1,94 u 2,10 (p = 0,42); BAZ —4,98 u —4,02
(p = 0,37) coOTBETCTBEHHO. Y TAIMEHTOB C FACTPOCTOMOM MOKa3a-
term OP 110 1 yepes3 > 5 Mec mocrie e€ MOCTaHOBKU ObLTM HU3KUMU U
He yayutanick: WAZ 4,44 u 4,36 (p =0,47); HAZ -3,19u 3,17
(»p=0,47); BAZ 3,47 u-3,84 (p = 0,39) coorBercTBenHo. Cpennee
YHCIIO BMEIIATEIbCTB 110 OBOLY CTPUKTYP IHIIEBO/A Y OOJIBHBIX
C racTpoOCTOMOIi cocTaBuIio 6, 6e3 racrtpocrombl — 1,7 (p = 0,01).

3axnouenue. bonpmmHCTBO neteit ¢ JIbD nMerot BepakeH-
HYIO 33JIEP’KKY POCTa U XPOHHUYECKYIO HEIOCTATOUHOCTD IINTAHMSI.
OCHOBHOE NOKa3aHUE K HAJOXKEHUIO FACTPOCTOMBI — HETIPOXOAH-
MoOCTb nuneBoga. HecMoTpst Ha BO3MOXKHOCTb [IPOBEACHHS Oa-
JIOHHBIX AMJIATAIM{, TETAM ¢ OEIKOBO-IHEPreTHUECKOM HetocTa-
TOYHOCTBIO HEOOXOIMMBI CBOEBPEMEHHAsI FACTPOCTOMHS M JHTe-
panbHasi HyTPUTHBHAS OIEPIKKA.
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D-2-TMOPOKCUTTIYTAPOBAA ALIMAOYPUA 1l TUTA

Xoxnoga A.lN., Nunacosa A.[0., AnekcaHgpoBa [1.M.,
MponneTtkuHa K.O.

HayuHbin pykoBoauTens: poueHT E.A. CapkucsaH

OrAOY BO «Poccumnckuin HaumoHarnbHbIn
nccnenoBaTenbCKUA MEQULNHCKUINA YHUBEPCUTET UMEHU
H.W. Nuporosa» Munsgpasa Poccum, Mockea, Poccus

Knrouesnbie criosa: KnuHu4eckul criyqal; ayudypus;
anunericusi; kKapOuomMuonamus; Mymauusi;
2udpokcualymapam

Axkmyanvnocms. D-2-ruapOoKCHTIyTApOBast aluaypus
(D-2-HGA) II Tuna siBisiercst 3a00JIeBaHUEM C YCTaHOBJICHHOM
STHOJIOTHEN U pa3BUBAETCS B pe3ysbraTe MyTaluu B rene /DH2.
O0pa3yromuiicst B U30bITOYHOM KonudecTBe D-2-ruapokcuntyra-
par (D-2-HG) obnagaeT uuto- 1 HEHPOTOKCHYECKUM JACHCTBHEM.

Onucanue kaunuyeckoeo ciyyas. Mansauk I. ot 1-if 6epemen-
HOCTH, 1-X caMOCTOSITENbHBIX POJOB Ha 41-i1 Hezene recTauy Ha
(oHe xpoHnveckoit runokcuu. Macca Tena rnpu poxaenun 2950
JuirHa Tena 50 oM, oreHka o mkane Anrap 8/8 6amios. Cocrosi-
HUe TsDKENoe, 00yCIIOBICHO acCTMPAlMOHHOW THEBMOHHHN, CHH/IPO-
MOM yTHETEHUs [IeHTPaJIbHOW HEpBHOI cucTembl. Ha done rnposo-
JIIMOTO JICYSHUsI CITYCTA 18 cyT BBINHCAH C TOJIOKUTEIBHON /U~
HaMuKo. B Bo3pacte 6,5 Mec Ha GoHE TeUeHHsI pHHHUTA Pa3BUICS
OuarepalibHbIi TOHUKO-KJIOHHYECKUit pucTyIl. Bei3BaHa Opura-
na ckopoit memuiHcKoi nomonu (CMIT), npuctyn KynupoBaH
BBe/IeHHEM auazenama. PeOEHOK ObLT TOCHUTAIN3UPOBAH C LEIbO
oOcnejoBaHus 1 JiedeHus. [Ipy mocTyIuieHn# COCTOsSHUE TSKENoe,
00yCIIOBJIEHO HEBPOJIOTHUECKON cummnroMaTukoi. [1pu obmem oc-
MOTpPE MBIIICYHBIH TOHYC ObUT TU(PPY3HO CHIDKECH, 00paIaiy Ha
ce0st BHUIMaHUE CTHTMBI AN33MOPHOTeHe3a: HU3KOPACTION0KEHHBIE
JMCIIACTUYHBIC YIIHbIE PAKOBHHBI, INMPOKask CIMHKA HOCA, HAJIU-
ype 3MuKanTa. PeOEHKy ObLIO MPOBEICHO KOMILIEKCHOE 00CIen0-
Banue. [Ipu sxokapaunorpaduu onpeaesiach BbIpakeHHas TUIIa-
TalMs JIEBOTO xemynodka. [1o naHHbIM dekTposHuedanorpaduu
3aperuCTPUPOBAHO HECKOIBKO HKTABHBIX MATTEPHOB B BUE I10-
SIBIIGHUSI PUTMUYHOMN CITAKOBOW aKTUBHOCTH.

Pe6&nok B Bo3pacTe 7 Mec ObLII KOHCYJIBTUPOBAH T€HETHKOM.
le/l HCCJICAOBAHUU MOYHU BBISABJICHO PE3KOC IMOBBIINCHUE KOHIICH-
tpauuu D-2-HG. I1o pe3ynbraraM HIUTOT€HETHUECKOTO M MOJICKY-
JSIPHO-TEHETUYECKOro o0cienoBanus: kapuotui 46 XY, MyTanus
de novo B rene IDH2: ¢.419G > A B reTepO3UrOTHOM COCTOSIHUH.
Ha ocHoBanum 3THX NaHHBIX yCTaHOBJIEHA D-2-THAPOKCHUTITyTa-
posas arunypus 11 Tuna. Hasnauena xommniekcHast Tepamnusi, Ha-
IpaBJICHHAsA Ha JICUCHUC KapAUOMHOIIATHHU U KYIIMPOBAHUC DI~
JIEITHYECKON aKTHMBHOCTH. Takke ObUT Ha3Ha4YeH L-KapHUTHH U
prbOGIIaBHH B CBSI3H C OCHOBHBIM 3200JIEBAHUEM.

Ha nanHbBII MOMEHT peOEHKY 3 Toa, OTMEUaeTCsl BEIpayKeH-
HOE OTCTaBaHHE B HEPBHO-TICHXMYECKOM PAa3BUTHU.

3axnouenue. B Poccuiickoii @enepanuu Ha JaHHBIA MOMEHT
OTCYTCTBYET ONHCaHKe KinHuueckux ciydaeB D-2-HGA I tuna.
B cBs3u ¢ OTCyTCTBHEM OCBEIOMIIEHHOCTH JICYCHHE MAIUCHTOB
HAYMHACTCS Y)KE TP BBIBICHUU TSHKEIBIX MPOSIBICHUIN TAHHOTO
3a00NIeBaHMs, YTO CONPSDKEHO ¢ HEOIAaronpusTHBIM TPOTHO30M.
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XAPAKTEPUCTUKA BPOXOEHHOMN
BPOHXOJNErO4YHON NATONTIOrMN Y OETEN
CTABPOMOJIbCKOIO KPAS

LUbi6ynuHa A.B.

HayuHble pykoBoautenu: goueHT M.C. lNyctabaeBa,
poueHT T.A. Benaw

®Ire0Y BO «CtaBpononbCKMin rocyaapCTBEHHbIV
MeaMLMHCKUA yHuBepcuTeT» Munsgpasa Poccun,
CraBpononb, Poccus

Knroyesnie criosa: 0emu; 8poxOEHHbIE MOPOKU pa3gumusi
néekux; Cmasponornbckull kpat

Axmyanvrocmy. BaxHo# npoOiemMoii Ay nequaTpudeckoi u
ITyJIbMOHOJIOTMYECKOW MPAKTHUKHU SIBIISIOTCS BPOXKIEHHbBIE TIOPOKU
nerxarensHou cucteMsl (BITJIC).

Lenwv: onpenenuth xapakrepuctuky BIIJIC y HOBOpOXKIEH-
HBIX eTedl CTaBpOMOILCKOTO Kpast.

Mamepuaner u memoowi. ITpoBen€H peTPOCHEKTUBHBIN aHa-
13 63 craloHapHbIX KapT 00sbHBIX ¢ quarHo3om BITJIC, Haxo-
JUBILUXCS Ha JiedeHun B KpaeBoil JeTckol KIIMHUYECKOH 00lb-
aute B 2018-2023 rr. Kpurepuem BKIIIOUEHUS B UCCIIEIOBAHHE
OblIa TPUHAUISKHOCTH HO30JI0OTHUECKON €IMHUIIBI IOPOKA K pas-
nenam Q32—Q34 MexayHaponHo# kiaccupukanuu O0one3Hei
10-ro nepecmortpa.

Peszynomamei. Yacto Berpevaromumucs BITJIC y nereit Oputn
aHOMAJIMK TpaxeoOpoHXHalIbHOIO Aepea — Yy 27 (42,8%) nereii,
pexe BCTPEYaINCh KHCTO3HO-aIEHOMATO3HBIN MOPOK Pa3BUTHS
nérxux —y 9 (14,3%), runorutazust nérkux —y 9 (14,3%), Tpa-
xeomansuust —y 7 (11,1%), nobapnas smpuzema — y 6 (9,5%),
HepBUYHAs LUIMapHas auckuHesus — y 3 (4,8%), Oymnésnas
nucrutazus — y 1 (1,6%), aprepuoBeHo3Hast TpaHcopmanus
nérxkoro — y 1 (1,6%). Aurenaransao BIIJIC Obun BbLsiBIICH y 2
(3,2%) nnonos. Hderu, kortopsie umenu BIIJIC, ywame npoxuBa-
JIM B CENBCKON MecTHOCTH (64%). Mansauku Oomenn Jame, 4eM
neBoukd (63 u 37%). detu ¢ BIIJAC poxaanuck yaiie J0OHOLIEH-
HbIMU (87%). B 49% ciyuaeB quarno3 ObLT BBICTABIICH Cpa3y I10-
ciie poxjeHus. B OonpinHcTBe citydaes auarno3 BITJIC 6bL1 no-
CTaBJICH 110 IaHHBIM KOMIIbIOTEpHOU TOMOTrpaduu nérkux (56%).
VY 54% o0ciienoBaHHBIX MAIMEHTOB B HEOHATAIBHOM TIEPUOJIE OT-
Meyasach THEBMOHUS C 3aTsKHBIM TeUeHueM, y 24% nanueHToB
HaOJIIONANNCh JbIXaTeIbHbIe HApyIICHHUs 0e3 BOCHIAINTEIbHbBIX
U3MEHEHUH KPOBH.

3axmouenue. BITIIC cocTaBisoT 0cHOBY Aisl GOpMUpOBa-
HUSL XPOHUUYECKOI OPOHXOJIErOYHO MaTOIOrHH, TOATOMY H3yye-
HHE UX CTPYKTYPBI U XapaKTEPUCTUKH CIIOCOOCTBYET MOBBIICHUIO
KauyecTBa MEIUIMHCKOM IOMOIIN MallueHTaM, YMEHBIICHHUIO Ya-
CTOTBI 00OCTPEHHH.
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TAXENOE TEYEHUE KOPU C KULWEYHBIMU
OCINOXHEHUAMU, TPOMBOLIUTONEHUEN
M OCTPbIM NMOBPEXAEHMEM NOYEK

Y NOAPOCTKA

Yaran B.B., lywHukos P.E.
HayuHbi pykoBoguTens: goueHT H0.B. UBaHOBa

®IAQY BO «[MepBbit MOCKOBCKUI rOCyAapCTBEHHbIN
MeauuUHCKuiA yHusepceuteT nmeHn N.M. CeveHosa»
MwuH3anpaBa Poccun (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus

Knroyeeble crioea: KIUHUYECKUL Criyyall; Kopb; 8aKUuHayUs
0m Kopu; Kopb Y MoOPOCMKOE; 0CMPOe MosPexdeHUe MoYeK

Axmyanvrocms. Kops — BUpYyCHasi HHPEKIHS ¢ KpaiiHe BbI-
COKMM YPOBHEM 3apa3HOCTH, KOTOpasi pacipoCTpaHeHa CPeIH Jie-
Teit. TpoMOOIUTONEHUS SIBIACTCS XapaKTEPHBIM CUMIITOMOM KOPH
(66,7% ciyuaeB) 1 €€ BOSHUKHOBEHUE MOXHO OOBSICHUTH HHTCH-
CHBHBIM PacX0IoM KPOBSIHBIX TIACTHHOK, KaK NEPBUYHOTO Oapbe-
pa Ha IyTH pacIpOCTPaHEHHs BUpyca B OpraHu3Me. 3a MoCIeJHAI
rox B Poccuiickoit @enepannn 3adukcnpoBan pocT 3a00neBaeMo-
CTH KOPBIO, YTO TOATBEPIKAACT HEOOXOIUMOCTH CBOCBPEMEHHO-
TO BBISBICHUS SMHIEMHYECKUX 04aroB M BAKLIMHONPO(DHIAKTHKH.

Onucanue knuHuyeckoeo ciyyas. Mansauk H., 15 net, 3a60-
JIeNT OCTPO, KOIJIa CTajl OTMeyarh IMOBBILIICHUE TEMIIepaTyphbl Te-
na 10 39-40°C, xamrens, HacMopk. Ha 2-ii nerp 00Je3HU TOSIBH-
Jach TSITHUCTAs! CHINTb CHAaJala Ha KOXKe JINIA, 33 YIIaMH, 3aTeM
1o Bcemy Teny. Ha 3-it nenp — mpu Kare MOKpoTa C aloi Kpo-
BBIO, KHUJIKHUH CTyN 70 2 pa3 B CyTKH, pBOTa 110 5 pa3 B cyTku. Ha
4-ii neHb ¢ Havasa 3a00JIEBaHUs MaJIBYUK ObLI TOCTaBJIEH B WH-
(heKIMOHHBIH cTannoHap. M3BecTHO, 4TO B KOJUIEIKE, B KOTOPOM
oOyuaercst peOEHOK, KapaHTHH 110 Kopu. [arueHT ot kopu He npu-
BuT. [Ipy mocTyruieHun coctosiane pedbEHKa TsHKENOe, TMXopa-
ka 38,5°C, oTmMedaeTcs BSUIOCTh, OTHOKPATHASI PBOTA, TOBTOPHBIE
HOCOBBIE KpoBOTeueHUs 10 4—5 pa3 B cyTku. Ha tene — msitHu-
CTO-TIAITyJIE3Has ChIITb C TEMOPPArM4eCKUM MPONUTHIBAHKEM B 00-
JIACTU MPEIUICYUil U TPyAHON KJIETKU, Ha CIM3HCTONW 000JI0uKe
nosioctu pra — natHa Punarosa—Komuka. [IpucyrcTByer ku-
[IevHasi CHMIITOMATHKA: TOIIHOTA, YpUaHUe )KUBOTA IIPH NaJIblia-
ud, quapesi. OtMedaeTcs runepeMusi KOHBIOHKTUB I1a3, a TakK-
K€ OOMIIBHOE CIIM3HCTO-THOWHOE OTAesieMoe. B KpoBu marueH-
Ta ObLIM OOHapyxeHb! IgM anTHTENA K Kopu. B 001mem aHamuse
KpoBU OblIa BbIABIEHa TpoMOouuToneHus 131 ThIC/MKI seiiKo-
nenus 3,7 Teic/MKI. B koarynorpamme: D-mumep — 1333 Hr/mo,
aKTUBHPOBAHHOE YACTHYHOE TpoMOoIIacTHHOBOE BpeMst (AUTB)
— 55 cek, ¢pubpunores — 4,76 r/i.

B Ouoxumun kpoBu: KpeaTiHUH — 113 MKMOJIB/JI, CKOPOCTB
kiyooukoBoii ¢puibrpanuu (CK®) no ¢popmyne Hisapra 57 mn/
muH / 1,73 M2 B o0miem aHaim3e MOYHU: JICHKOIIUTYPHSI, MUKPO-
MpOTenHYpHs. AHAIN3 Kajla Ha KUIICUHYIO IPYIILY: OTpHUIIATellb-
Heid. Ha ¢oHe aTnoTpornHoi (UIpodIoKcanuH B KOHBIOHKTH-
BaJIbHBIH MEIIOK) ¥ CUMIITOMAaTHYECKON (TPHCOJIb, METAMHU30I,
BHUKACOJI, 3TaM3WJIaT) Teparuy JOCTUTHYT HOJIOKUTEIbHBIN KIIU-
HU4Yeckui 3G dext. PEOEHOK BBINMUCAH U3 CTALIMOHAPA B YIOBJIET-
BOPUTEIILHOM COCTOSTHUH.

3aknmouenue. JlaHHbIA KIMHUYECKUI ClIydail 1eMOHCTpUPYET
TSDKENOE TeYeHUe KOPH Y TIOJPOCTKA, YTO elIE pa3 MOATBEPIKAAeT
HEOOXOAMMOCTb IMMYHH3ALUH BCEX CIIOEB HACETEHUS OT KOPH.

MAPKEPbI PEMOOENUPOBAHUA KOCTHOW
TKAHU B OAUATHOCTUKE
HEOU®®EPEHLUMPOBAHHOW OUCMIA3UMN
COEOQVHWUTENBbHOW TKAHU

YepHaxoBckas O.B.

Hay4HbIn pykoBoguTenb:
goueHT M.B. [IBopHUYeHKO

SrB0Y BO «Cunbupckuin rocyaapCTBEHHbIN MEANLNHCKUIA
yHuBepcuteT» MunHsgpasa Poccum, Tomck, Poccus

Knouesnbie criosa: demu; HedughghepeHyuposaHHasi
ducnnasus coeQuUHUMENbHOU mKaHu; criopmusHasi
MeduuyuHa, ocmeoKarnbyuH; nepugepudeckasi Kpoeb

Axmyanvnocms. Pa3nuunble nposiBieHUs! 0ole3Hell KOCT-
HO-MBIIIEYHONW CHCTEMbI U COCTUHUTEIILHON TKaHU 4acTO OIpe-
JIEITISIIOT BBIOOP CITOPTUBHOM Kapbepbl st pedénka. [Ipu Hamu-
yny HeudhepeHInpOBaHHON JUCIIIIa3UH COSAUHUTEILHON TKAaHH
(HACT) unreHcuBHBIC PU3NYECKUE HATPY3KU MOTYT CIIOCOOCTBO-
BaTh NPOTrPECCUPOBAHUIO PA3IMYHBIX (POPM MATOJIOTHH.

L]env: onpenenuTsd Begyue OMOMapKepbl PeMOACITUPOBAHUS
koctHoH Tkanu npu HICT y nereii.

Mamepuanst u memoowi. Onenky BaemHux npusHakoB HICT
MIPOBOJMIIM € IOMOIIBIO MOIM(UINPOBAHHOTO OATIIBHOTO CKPH-
HUHT-aJITOPUTMA IS TOAPOCTKOB, 3aHUMAIOLINXCSI CIIOPTOM, UTO
MTO3BOJIMJIO BBIZCIUTH 2 IPyNIbl OOJbHBIX: C MUHUMAaIbHBIMU
(1-s rpynma) u BeIpaxkeHHbIMU (2-s rpynma) npu3Hakamu HICT.
Konnenrpanuto ocreokansiaa u CrossLaps B CBIBOpOTKe Kpo-
BU OIIPEICIISUIA METOIOM HMMYHO(DEPMEHTHOTO aHaIn3a. AKTUB-
HOCTB 001I1eH (pakiuu KUcioit hocdarassl ONMpeaessiia ¢ TOMO-
uibto Habopa Gupmbl «Thermo Fisher Scientificy.

Pesynvmamer. O0cnenoBano 25 NoAPOCTKOB-CIIOPTCMEHOB
11-14 ner: 1-a rpynna (4—6 6amnoB) — 10 neteid; 2-s rpymnna
(> 7 6amnoB) — 15 nereil. Y IOHBIX CIIOPTCMEHOB C ITOKa3aTeIIsIMA
mikaiel HIICT 7 6amnoB u 6osnee 6bU10 BhIsiBIEHO 6—10-KpatHOE
YMEHbIIEHHEe KOHIIEHTPAIMH MapKepoB KOCTHOTO PEMOIEINPOBa-
HUS C TTOCJIEAYIOIMM BOCCTAaHOBIEHHEM HX ypoBHeH. [Ipu stom
YCTAaHOBIICHA TECHAsl PsiMast KOPPEJISILIMS MEXY KOHLEHTpAIIU-
ssmu CrossLaps 1 ocreokanbiuna B kpos (7 = 0,89; p = 0,001).
VY cnopTCMEHOB-IIOAPOCTKOB ¢ Nokazarexsimu mxansl HICT me-
Hee 7 0ayuToB BBISBICHBI TECHBIE KOPPEISIIHS MEXKAY YPOBHsI-
MH OCTEOKaJIbLIMHA M 0011ero Kanbius B kKpoBu (r = 0,90; p =
0,05) u conepkanueM Ieao4Hol (pocdarazbl U HOHU3UPOBAH-
Horo Kanbiys B kposu (» = 0,90; p = 0,05) npu AUCTAaHTHBIX 110-
KazaTeJsiX peMOJIeIMPOBaHNsl KOCTHOM TKaHU B Ipejienax pede-
PCHCHBIX 3HaUYCHHH.

3axnouenue. YcTaHoOBIIEHA TOYKAa MHHAMYMa B JHHAMUKE
noKazarelsieil B KpOBU KOHIIEHTPAIMH MOJEKYISIPHBIX MapKepoB
OCTEOreHe3a U OCTEOIM3a B 3aBUCUMOCTHU OT CTETICHH BBIPAXKEH-
HOCTH JIUCIIIIACTHYECKOTO (DEHOTHUIA Y MOAPOCTKOB-CIIOPTCMEHOB,
YTO UMEET AUArHOCTUYECKOE 3HAUCHHE.
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OCBEAOMJIEHHOCTb POOUTENEN O BUTAMUHE
D W EFO NPUMEHEHWUWU Y OETEWN

YepHaxoBckas [.B., ByxpsikoBa [.A.

HayuHble pykoBoautenu: goueHT T.C. Cokonosa,
B.[. NMpokonbeBa

SrBOY BO «Cnbupckuin rocyaapCTBEHHbI MEANLMHCKUIA
yHuBepcuteT» MuHsgpasa Poccum, Tomck, Poccus

Knouesbie criosa: demu; sumamuH D; podumenu;
0c8e00MIEHHOCMb

Axmyansnocme. B HacTosiee BpeMs yCTaHOBJICHO, YTO POJIb
BUTaMUHa D He OorpaHUYMBaETCs TOJBKO peryisiuei pocdop-
HO-KaJIbLIueBOro ooMeHa. Buramun D urpaer 3HauMMyIo poJib B
(YHKIMOHMPOBAHUY BCeX (DYHKIMOHAIBHBIX CUCTEM PACTYILETO
OpraHu3Ma, 0COOEHHO SHIOKPHHHOM, UMMYHHOI W OHOPHO-/IBH-
rarensHO#. [1pu 5TOM 3HaHMs poauTeneit o BuTamuHe D st o0e-
CIIEUEHHUS IPUBEP’KEHHOCTH a€KBaTHOMY IIPHMEHEHHIO BUTAMH-
Ha D y nereil u3yueHsl HEOCTATOYHO.

Lens: onpenenuTbh 0CBEIOMIEHHOCTh POJUTENEH O BUTAMHU-
He D u ero npuMeHeHun y AeTei.

Mamepuanvl u memooul. [IpoBeIeHO OAHOMOMEHTHOE HC-
cnenoBanue 160 poauTeneit/3akOHHBIX MTPEICTABUTENCH IeTel B
BO3pacTe OT POXKACHUSA A0 18 JIeT ¢ UCTIOIB30BAHUEM aBTOPCKO-
ro aHOHUMHOTO onpocHuKka. Onpoc NpoBoaMiICs Ha Oa3e AETCKOM
KJIMHUKYU U OHJalH Ha miardopme YandexForms. YpoBeHb Ha-
JNEKHOCTH OMPOCHUKA YIOBJIETBOPHUTEIBHBIN (0-K0d(hdHUIIHeHTA
Kponbaxa > 0,7).

Peszynomamuor. Cpegauii BO3pacT peCOHACHTOB COCTaBUI
37 + 0,2 roga. Ha MomeHT ompoca Gosiee MOJIOBHHBI POUTEICH
JIAr0T cBoMM JeTsiM BuTamuH D. Cpenu nanHbix poauteneit 70,5%
JaroT BUTaMuH D 1eTaMm B Bo3pacte oT poxaeHus 10 3 set; 20% —
ot 4-10 net; 9,5% — ot 10-18 net. BoABIIMHCTBO y4aCTHUKOB
(81,4%) ncnonb3yroT mpenaparsl BUTaMuHa D B BUzie pacTBopa;
85,5% 3HaI0T 0 BaXKHOCTHU €XKETHEBHOTO MpreMa BuTaMuHa D,
BHE 3aBHCHUMOCTH OT Bo3pacTa pedénka (93,5%). IIpu oTBeTax Ha
TeopeTndeckue Bonpockl o Butamuue D 99,3% ponureneii orme-
TWIH, 4TO AePUIUT BUTaMHHA D MOXET MpUBECTH K MpodiaeMam
€O 3710pOBbeM Yy aereit, 36,1% — uTo camoil ysI3BUMOH rpynIoit
0 pa3BUTHIO AeduimTa BUTaMuHa D SBISFOTCS IETH B BO3pacTe
1o 6 mec. Ha Bompoc o no3npoBke ButamuHa D, koTopasi mpuHu-
Maetcst pedéHkoM, 80% yKaszanu JO3UPOBKY, COOTBETCTBYIOILYIO
BO3pacty pedéHka, 3% — 103y HIKe pekoMeHayeMoit; 17% npu-
Humatot 6onee 5000 ME. Ilpu onenke rpymnmsl poauTesei, 1eTH
KOTOPBIX MPUHUMAIOT BBICOKHE JIO3UPOBKM BUTaMKHa D, ¢ nocro-
BEpHO OOJBIIEH 4acTOTOI BCTPEUAINCh OTBETHI O HEBO3MOXKHO-
CTH TNIepeO3nPOBKH BUTaMUHa D 1 HemoBepuu HHpOpManu 00
OMACHOCTH €r0 MEePEA03UPOBKH, MOITyUeHHOH oT Bpauei (p < 0,05).

3akarouenue. BbISIBICH JOCTATOYHO BHICOKHI YPOBEHb OCBE-
JIOMJIEHHOCTH poauTesiell 0 BUTaMuHe D 1 BaXHOCTH €ro npué-
Ma. [Ipu 3TOM cpemu pomuteneit BcTpedaeTcs HeioBepre K HH(op-
MaluH, MOJTyYeHHOH OT Bpayeil, 0o nanHast HHGOpMaLus C HU-
MU HHUKOTZIa He 00CyXKIanach B paMKax MEIUIIMHCKUX MPUEMOB.

PACMPOCTPAHEHHOCTb CUHAPOMA JAYHA
B HWKEFOPOACKOW OBJIACTU 3A 2014-2023 rr.

Yupkoea A.10.", Tapacosa A.A.", Yganosa O.B.",
JNlynésa O.A.2

Hay4HbI pykoBoguTenb:
poueHT E.I HoBononbuesa

'dIBOY BO «[NprBomKCKMin nccrnenoBaTenbCKUin
MeaMLMHCKUIA yHuBepcuTeT» Munsgpasa Poccun,
HwxHuin Hoeropoa, Poccus;

ITBY3 «KnuHu4ecknin AnarHOCTUYECKUI LIEHTPY,

HwxHun Hosropog, Poccus

Knouesnie criosa: demu; cuHOpom [ayHa;
pacripocmpaHéHHocmb, Huxeeopodckasi obriacmab;
npeHamarnbHas duagHoCMuKa

Axmyanvrocmoe. Cunapom Jlayna (CI]) — 3To reHeTHdecKas
aHOMaJIusi, KOTopast 00BsCHSETCS yTpoeHHeM 21-if XpoMOCOMBI.
V3MeHeHnst BO3pacTHOM CTPYKTYphI Marepeil ¥ pa3BUTHE IpEeHa-
TAJIBHBIX TPO(UIAKTHIECKUX MEPOIPHUITHH MPUBEIH B ITOCIE-
HUE TOJBI K YBETMUCHHUIO YUCIIa caydaeB pokaeHus nereit ¢ C/.
Amnanus pacupocrpanéHnoctu CJI ABnseTcs 3HAYUMBIM IS pas-
paboTKK HOBBIX aJITOPUTMOB BEICHUS 3TUX JICTEH.

L]env: onpenenenue dactoTel CJ] 1 aHanM3 e€ TUHAMHKU B
Hmxeroponckoit o6mactu 3a 2014-2023 T

Mamepuanvr u memoovl. B nccrnenoBanue BKIIOYEHBI JTaH-
HbIe MOHUTOPHHTA BPO>KAEHHBIX TOPOKOB pa3BUTHA y AeTell Hu-
JKEropozcKkoi obmactu 3a 2014-2023 rr. O01mee 4ucio ciaydaes
C/l, 3a BbIOpaHHBIii nepuoa coctaBuiio 693. B a1y rpyniy Bowuiu
AMUMUHHAPOBaHHBIE 110161 ¢ CJI, BBISBICHHBIC B pe3yJIbTare mpe-
HaTaIBHOM JHarHOCTHKH, 1 HOBOpOoXIEHHBIE neTH ¢ CLl. Oomas
YHCIEHHOCTh HOBOPOXKAEHHBIX JETEH 3a NCCIEAyEeMBIi IEPHOI B
Hwxeropozckoii odnactu cocrapuia 314 061 yenosek. Yactoty
3a0oneBanus paccunTbiBaad Ha 10 000 HOBOPOXKAEHHBIX.

Pesynomamer. O6mmas wacrora C/1 y nereit Huwxeroponckoit
o0JacTy 3a aHAJIM3UPYEMbIil IEpHO/ B CpeHEM cocTaBmia 22,7
(95% AN 19,7-25,16) na 10 000 poxieHuid, Mpu 3TOM YacTOTa
HoBOpOXIEHHBIX ¢ C/I cocraBmna 9,51 (95% AU 7,2-11,2) Ha
10 000 poxxnenuit. Cpeassist 10751 SAMMUHUPOBAHHBIX TUIOJIOB OT
Bcex ciyuaeB CJ/1 — 60,5%. O6mast yacrora CJ] yBenuumiach ¢
17,99 na 10 000 B 2014 1. 1o 24,4 na 10 000 B 2023 . B TO %€ Bpe-
Ms B CPaBHEHMU C roka3zaressiMu 1o Poccun wacrora CJL ToabpK0
CpeIy HOBOPOXKIEHHBIX 32 aHATM3UPYEMBIH ITEPUOJ BPEMEHHU HE
AMeeT TEHICHINH K CHIDKEHHUIO ¢ MAaKCUMaJIbHBIMH MTOKa3aTels-
mu B 2015 1 2020 rr. — 11,2 wa 10 000 poxxaennii. Cpennuii Bo3-
pact marepeit coctaBui 34,6 rona. Cieryet OTMETHTD, YTO B HC-
CJIEZlyeMOii TpyTIIe aHTeHaTalIbHO B 36,5% citydaeB ObLI BBICTaB-
JIeH HU3KUH puck 1o poxaenuto pedbénka ¢ C/1, B 35,3% ciyuaen
He OBbUT TPOBEEH NPEHATANBHBIN CKPUHHHT.

3aknouenue. Obdmias yactora CJ1 B HukeroponckoM peruoHe
UMeeT TeHJCHINIO K HapacTaHuIo. J[0M1s SIMMUHAPOBAHHBIX 1J10-
noB ¢ CJI ysenmumiach ¢ 60% B 2014 r. o 66,6% B 2023 1., yto
CBUJIETENLCTBYET 00 3(h(heKTHBHOCTH NpEeHATAILHON THarHOCTH-
K. BpICOKast 107151 HOBOPOXKIEHHBIX C HEIMATHOCTUPOBAHHBIM aH-
teHaranbHO C/I onpenernsier He0OOXOAUMOCTh ONITHMH3AIHN Pado-
THI ¢ O€PEMEHHBIMH KEHIIMHAMH TI0 BBISIBIICHUIO ATOI MAaTOIOTHU.

k %k ok
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BNUAHUE KYPEHUA ANEKTPOHHbIX CUTAPET
W BEMNOB HA COCTOSIHUE 300POBbA
noarPOCTKOB

YypcuHa E.M., Nocnepn T.E., Jlo6aHoB M.E.
HayuHbi pykoBoguTtens: goueHT O.U. N'ymeHIok

®IrB0Y BO «CapaToBCKuiA rocyAapCTBEHHbIN MEQULIMHCKIN
yHuBepcuteT numenn B.W. Pasymosckoro» MuHsapaBsa
Poccun, Capatos, Poccus

Knroyesnie criosa: KypeHue; aneKmpoHHbIe cuzapemsl;
gelrbl; rnopaxeHus néakux

Axmyanvnocms. B nociienHue rofsl okazaHo OTPULATENb-
HOE BIIMSHHE KypeHHs 3J1eKTpoHHbIX curaper (3C) u BeilnoB Ha
JBIXaTeNBHYI0 H CEPACUYHO-COCYIUCTYIO CHCTEMBI YeloBeka. [le-
[IeBU3HA M M300MIMe BKYCOB, OTCYTCTBHE 3allaxa BO BpeMs ce-
aHca KypeHUs U MpearoiaraeMoe OTCYTCTBHE BPEIHBIX IOCIE -
CTBHUH, B OTINYUE OT IPYrUX TaOauHbIX U3MIEJUH, SIBISIOTCS MPU-
TAraTelbHbIMU KauecTBaMU KypeHnus DC U BEHIOB UL MOIOAEKH.

L]env: onpenenuts pausHue KypeHus OC U BEHIIOB HA COCTOS-
HUE 3710POBBSI MOAPOCTKOB.

Mamepuanvt u memoout. IIpoBen€H aHaNN3 JaHHBIX aHKETH-
poBanus 1053 CTy/IeHTOB yUpeKICHUI CPEIHETO MPOPECCHOHATB-
Horo oOpa3oBaHnus B Bo3pacte 15-18 ner (817 neBymek, 236 10Ho-
mieif). OOyyaromuecs: OTBETHIU Ha BOIIPOCH! 00 0CBEIOMIIEHHOCTH
HOAPOCTKOB 0 YacToTe U Bpeae Kypenus OC u BeHIOB, HAIUUUU
3a00JIeBaHMI OPTaHOB JBIXaHUS B KpoBooOpameHus. KoHTpois-
HYIO TPYIIIY COCTaBHJIM HEKypsHe moapocTku (70 aeByIiex u
30 roHoOILIEH, OTHOCSIIUECS K Tpymie 310poBbst 1 u 2). CraTrcTu-
YeCKUIl aHanu3 MpoBeAEH MpHU MOMOLIM IporpaMmsl «Microsoft
Excel 2010», pa3nuuuns cunranu 3Ha4uMbIMK 1pu p < 0,05.

Pezynomamul. AHaN3 TaHHBIX aHKET Mokasan, uto 180 (22%)
neByiek u 67 (28%) roHomeil perynaspHo Kypuiau Beirsl u 9C.
Cpenu xypsmux 63 (35%) neBymuku u 15 (23%) roHoreit otMe-
THIIK Yactoe (Oosiee 4 pa3 B roj1) pa3BUTHUE OCTPHIX M 3aTSIKHBIX
OpPOHXUTOB Ha (POHE NEPEHECEHHBIX OCTPBIX PECIUPATOPHBIX BU-
pycHbIX uH}ekuii. PazBurue 3aboseBaHuil cepedHO-CoCyIu-
CTOI cHCTEMBI ¢ Hadasa KypeHust orMeTuin 63 (35%) neByiku u
13 (20%) ronomieii. Bece aHKeTHpYeMble OTMETHIIM, YTO C Ha4aJioM
KypeHHUs BEHIIOB CTaJIM 3aMevaTh y ceOs HapyIIeHUs CepiedHo-
TO pUTMa (TaXUKap/us), YaCThle OPOHXUTBI U JPYTHE TOPAKCHUS
n€rkux. IIpogosKuTenbHOCTh KypeHusl BEUIIOB Y TIOAPOCTKOB B
cpenHeM cocrasisiia 4 ropa, a 9C — 2 ropa. YacTble OpOHXUTHI
aHKETHPYEMblE HauaJld OTMedaThb y cebs uepe3 7 Mec OT Hadaia
KypeHus, a Taxukapano — depe3 | rox. B xkoHTponbHOU rpyn-
I1€ TIOPOCTKOB IATOJIOTHH OPraHOB KPOBOOOPAILCHNUS HE BBISB-
JeHO. Y HeKypAIINX MOAPOCTKOB 3HAYUTEIBHO PEXE BCTPEUAIOT-
Csl OCTpBIC U 3aTsDKHbIC OpOoHXUTHL: Y 9 (18%) neByiuek u 3 (6%)
toHoueil (p < 0,02 u p <0,01 COOTBETCTBEHHO).

3axmouenue. Kaxxnas msiTast JeByIIKa ¥ TPETHI FOHOIIA pery-
JSIPHO KypsIT Beiinsl n DC, curtas, 9to 9T0 Oe3omacHo. Mcnonb3o-
Banue DC 1 BEUIOB B JETCKOM H TTOAPOCTKOBOM BO3PACTE HECET B
cebe yrpo3y cepbE&3HbIX OPaKeHUH PeCIIMPAaTOPHOI CHCTEMBI pa-
CTYILIETO OpraHnu3Ma. DTH JIaHHbIC YKa3bIBAIOT Ha HEOOXOIUMOCTh
yculeHus poduiakTuieckoi paboTsl cpenu yJaiieics MoJoie-
JKH U y’)KECTOUEHHE KOHTPOJIS 38 UCIIOJIb30BAaHUEM YKa3aHHBIX K-
PHUTENBHBIX CPEACTB IETHMHU H TOIPOCTKAMH.

& ok %k

OBJIUTEPUPYIOLLUA TPOMBOAHIUUT
Y OEBOYKU: TPYOAHOCTU OUATHOCTUKU

LLla6aHoBa 10.B.

HayuHble pykoBoguTenu: goueHT 3.B. [laBbigoBa,
poueHT E.10. KannHnuHa, goueHT E.I. ®epgotoBa

SIrBOY BO «CaHkT-INeTepbyprckuii rocyaapCTBEHHbIN
negnaTpuyecknii MeauLMHCKMn yHmBepeuteT» MuHsgpasa
Poccun, CaHkT-INetepbypr, Poccus

Knrouesble criosa: knuHudeckuli criydad; 0emu; 6051e3Hb
BuHusapmepa—bropeepa; uwemus KoHe4Hocmeu;
obnumepupyrowuti mpomboaHauum

Axmyanvrocmy. bonesus BunnBaprepa—broprepa — 310 Boc-
naJnTenpHOe 3a00NeBaHNe, MOpakalollee MEJIKHE COCYABI KO-
HEYHOCTEH, ABJISIOIIeecs MPUUNHON ux norepu. Mzydenune nmaro-
MOpPQOIOTUH Mpoliecca 1enecoo0pa3sHo Ha aMITy THPOBaHHBIX KO-
HEYHOCTSIX U yAaJEHHBIX TKaHSAX, TaK KaK M3-3a PUCKA Pa3BUTHS
Tpouaeckux 3B M 00pa30BaHMS HOBBIX TPOMOOB IIPOBEACHHE
OMOIICHH HE SIBIISIETCS] JUarHOCTHYECKUM BBIOOpOM. BBHIY 9TOTO
COMHEHUH B aKTyaJIbHOCTH TaHHOM TEMBI HE OCTaETCSI.

Onucanue kaunuyeckozo caydas. JleBouka 15-tu net nmocry-
uJjia B 6OJ'[I>HI/ILly C OCTPBIM OTPABJICHUEM B COCTOSIHHUHN IICUXOMO-
TOPHOI'O BO30Y>KIEHUSL, ULl KyITHPOBAHUSI KOTOPOTO BHYTPHUBEHHO
ObLT BBE/IEH XJIONPOMA3HH, I10CIIE BBEICHUH TIpernapara pyka I1o-
Oerena — MaHUITYJIHIO IpeKpaTii. B crenytomue 3 1Hs Kpo-
BOTOK BO BCEX MAaruCTPalbHBIX COCYAaX MPaBOH PYKH, IO JaHHBIM
€XKEeTHEBHOTO YIbTpa3BykoBoro uccienosanus (Y3U1), To nossisii-
cs1, To nponagain. B reuenue nepsoix 18 qHel npeObIBaHUs B CTa-
IIOHape peOEHOK MOoTyyaeT Tepanuto JekcamerasonoM. Ha 31-i
JIeHb OOJIE3HU OTEK KYIUPOBAH, HO JIBMKCHUS B TUCTAJIBHBIX (a-
JIaHTaX OrpaHUuYeHBbI BBHIY KOHTPAKTyp. B 310 ke Bpems oTMe-
YaeTcsl MOSIBJIICHNE MHOYKECTBEHHBIX 0YaroB CyXoro HeKpo3a (a-
JaHT U KucTu. B Teuenue cnexyronmx 20 qHEH mMaTonoruuecKuii
IIPOoLIeCcC PacIpOCTPaHAICs, 3aXBaTbIBasi BCIO KUCTh U HUXKHUE
2/3 npenmeusst. ChopmynaupoBa quarno3 «HapymieHnue npoxo-
JMMOCTH apTepuil npaBoro npeamieuss. Tpom0o3 1yueBoii apre-
pun. OKOT DHAOTENUS COCYIOBY». M XUpYprH, MeITasch OCTaHO-
BUTbH PaclpoCTpaHEHNE HEKPO3a, BHIHY)KACHBI IPOBOIUTH ITall-
HYIO HEKPIKTOMHIO, IPUBEALIYIO K (JOPMHUPOBAHHIO KYJIBTH Ha
ypoBHE 2/3 mpeAruieybs..

3axniouenue. I1py BHYTPUCOCYIHCTOM BBEIEHUHU XJIOPIPOMa-
31uHa chOPMUPOBAIUCH HAPYLIEHHS IIPOXOAUMOCTH COCYHOB IIpa-
BOTO TIPEATUIEYbS y ACBOUYKH 15 JeT, Ho IpHIMHON (GOPMUPOBAHUS
HEKpO3a SIBUJICS] OOJIMTEPUPYIOLIHI TPOMOOAHTUUT — OO0JIC3Hb,
XapaKTepU3yomasics NONIUITHOIOTHYHOCTHIO, ATUTEIbHOCTHIO
pa3BéprIB3.HI/Iﬂ KJIMHUYECKOM KapTUHbI 1 MUKPOCKOIINYCCKUMHN
n3MeHeHusIMU. [Ipu nogo3peHny Ha UIEMUUECKHE U3MEHEHHS B
KOHEUHOCTSX, CIyYHBLINECS II0CIIE KAKOr0-HUOY b IBHOTO, IIpe]-
[IECTBYIOLIETO TOMY BO3/ACHCTBHS (MEXaHMYECKOE MIIM XHMHYe-
CKOE TOBPEKICHUE COCY/IOB) MM Ha (oHE abCONMOTHOrO Oaro-
noyuus, 1 3adukcupoBanHoe Y3 HENOCTOSHCTBO KPOBOTOKA I10
MarucTpajJbHbIM COCyd1aM )1211-11-101?1 KOHCYHOCTH SBJISICTCSA OCHOBA-
HHEM JJIs1 Ha3HAYeHUsI TOPMOHAJIBHOM Tepanuy, Ha (OoHe KOTOPOoi
Ba)KHO IPOBE/ICHNE I'MCTOJIOTMYECKOT0 aHAIN3a TKaHel 11 Bepu-
(uKanuy AuarxHosa.
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V BCEPOCCUNCKM MEOVNATPUYECKMIN ®OPYM CTYAEHTOB M MONOALIX YYEHLIX «BUPTYO3 MEANATPUN»

TPYAHOCTU OUATHOCTUKU MMYTAPOBOM
AUMOYPUU (ALUMOEMUN) Il TUNA

Wapudosa C.A."
HayuHbi pykoBoguTens: goueHT O.B. Mno6a'?

'®rAQY BO «[lepBbiii MOCKOBCKMIA roCyAapCTBEHHBIN
MeAUUMHCKUIA yHuBepcuTeT umenn .M. CeyeHoBa»
MwuHsgpasa Poccun (CeveHoBckuin yHuBepcuteT), Mocksa,
Poccus;

20rAY «HaumnoHanbHbI MEAVLMHCKUIA MCCrneaoBaTenbCKUi
LIeHTp 300poBbs geten» Munsgpasa Poccun, Mockea, Poccus

Krirouesbie crioga: KnuHuYeckull crydyall; HapyweHusi
obmeHa aMuHoKUCiom, aflymaposasi ayudemusi 2 muna;
HacriedcmeeHHble 6one3Hu obmeHa

Axmyanvrnocmo. I'mytapoBas aumaypus I Tuna (I'A-2) —
peaKoe HacleICTBEHHOE 3a00NIeBaHIe, XapaKTepU3yIoIIeecs Ha-
pylIeHHEM 00OMEHa aMUHOKHUCIIOT U HMPHBIX KUCIOT U CBSI3aHO
¢ mytauusmu B reHax ETFA, ETFB v ETFDH. PacnpocTpaHéH-
HocTh ['A-2 cocrasisie 1: 200 000 HOBOpOXKAEHHBIX. 3a00eBa-
HYE BKJIIOYEHO B IIEPEUEHb XKU3HEYTPOXKAIOIIUX.

Onucanue kaunuueckozo cayuas. Jleouxa 10 yet, mpu poxie-
HHHU — OIICHKA M0 MiKasie Anrap 8/9 6aiuios; ¢ 2 Mec )KHU3HH — STIHU-
30711 PBOT, C MX y4allleHHeM B Bo3pacte 4 Mec. BeicTaBneH quarnos:
MAJI0pOocCTia3sM. Ha3naueHs! Cria3MOIMTHKY C TOJIOKUTEIBHBIM 3(1)-
¢exrom. B xorporpamme: crearopest I Tuna. Mama camocTosiTelnb-
HO BB€JIa HU3KOOEIKOBYO AueTy. IIpoBeeHbl reHeTHYeCcKue uece-
noBanust: cuHapoM [Ipanepa—Buium u AHrensMaHa — HCKITIOUEHBI;
OpraHNYeCKUE KUCIOTH MOUH: TIOBBIIICHHE YPOBHEH 2-THAPOKCH-
OyTupara, 3-rupokcudyTHpara, aneroarerara, 4-ruipokcude-
HWJIanerara. Amnanu3 nsaTeH BbleHJCHHOﬁ KpOBH Ha aMUHOKHCJIO-
Thl U ALMJIKAPHUTHHBI METOIOM TaHAEMHON MacC-CIIEKTPOMETPUH
(TMC) — nopma. B Bo3zpacte 11 Mec Haxoauiiach Ha JIS4EHUH C JTU-
arHo3oM «[lepunaranpubie noBpexaenust LIHC runokcuyecku-u-
[IEMHYECKOro renesa. CHHIPOM JIBUTATENbHBIX HAPYIICHUH IO
TMIOTOHHYECKOMY THILy. 3aJepKKa IICHXOMOTOPHOTO Pa3BUTHS».
[Monyuana snekap, uepedponusus, AT®, BuTamunsl rpynist B,
Jakap0; oTMedascs S1U30] HEMOTUBUPOBAHHON PBOTHI, BEPOSITHO
CIIPOBOLIMPOBAHHBII BBEICHUEM LIepeOpOIU31HA (KOMILIEKC NENTU-
noB). B Bo3pacte 2 et nccnenoBaHbl yacTble MyTalMi CHHAPOMA
MELAS — =ue BoisiBeHo. [IpoBeneHo onpenenenne KOHIEHTpa-
LUl aMHHOKHUCIIOT U alMJIKapHUTHHOB MeToioM TMC Haromak —
HOpMa, C «OeJIKOBO Harpy3Koi» — BbIsIBICHO noBbienue C6DC
(1,025 mxmonb/1, mpu HopMe 10 0,33) — HeoCTaTOUHOCT 3-Me-
Ty TapoH-KoA-neruaparassl. [1o JaHHBIM TOJTHOIK30MHOTO
CEKBEHUPOBaHHs ObUTH BBISBIICHBI HYKJICOTH IHAS 3aMeHa ¢.119A>C
B TeTEPO3UTOTHOM COCTOSIHUM M HyKJIeOoTHAHas 3ameHa ¢.365C>T
B T€TEPO3UTOTHOM COCTOSHUM B rene ETFB, onucaHHbIe y Maly-
€HTOB C IIIyTapoBOH auuaypueid, Tun 2B. O4eBUIHO, YTO TOIBKO
B BO3pacTe 2 JIeT y 00JbHOI ObLI HOATBEPIKAEH AUarHo3. Pe0éHoK
HOJIy4aeT JUETOTEPalno, METa00INYECKYIO TEPAIIHIO C HMOJIOXKU-
TENBHBIM 3(P(QEKTOM: IeBOUKA CTaJIa XOIUTh CAMOCTOSITENTHHO, 3Ha-
YUTENBHO YITyYIIHINCH ICHXOPEUeBbIe HABBIKU.

3axmouenue. Ilpu HEJOCTATOUHO MHPOPMATHBHBIX JAAHHBIX
o0cnenoBaHus peOEHKa HEOOXOANMO POBEICHUE TTOBTOPHBIX HC-
CJIeI0OBaHMH C UCIIOIb30BaHHE IIPOBOLUPYIOIUX METOI0B. B Ha-
CTOsLIEE BPEMs C IOMOILBIO PACIINPEHHOIO CKPUHUHIA HOBOPO-
XKIEHHBIX C UCIIOJIB30BAHUEM TaHAEMHOH MacC-CIIEKTPOMETPHH
MOYKHO BBISIBUTH Jlake OeccuMnToMHYI0 ¢opmy [A-2, 4to HeoO-
XOAMMO ISl CBOEBPEMEHHON THArHOCTUKH 3a00JI€BaHUs U IIPe-
YIPEKICHUS OCIOKHEHUH.

KNMUHUYECKWUN CITYYAN PEOKOIO
MUTOXOHOPUATNBbHOIO 3ABONEBAHUSA

AxnuH K.P.
Hay4Hbin pykoBoguTtens: goueHT O.U. l'ymeHok

®Ire0Y BO «CapaToBCKkuiA rocyAapCTBEHHbIN MEQULIMHCKIN
yHuBepcuteT umenn B.W. Pasymosckoro» MuHsapaBsa
Poccun, Capatos, Poccus

Knrouesble criosa: knuHu4deckuli criydal; cuHOpom Arnbrepca—
XymmeHrioxepa, anusnericusi; gpamaribHbIl MoKcudecKul
eenamum

Axmyanvornocms. BOTBIIMHCTBO MHTOXOHIPUAIBHBIX 00iIe3-
HEH IpOTEeKaeT C HeBPOJIOTHYECKUMH U SKCTPaHEeBPAIbHBIMHU Ha-
PYLIEHUSIMU. DIWIEHCHS — OAWH U3 KITIOUYEBBIX KIMHUYECKUX
MPU3HAKOB MUTOXOHPUAILHBIX O0JIE3HEH, B TOM YHCIIC BBI3BAH-
HbIX MyTauusaMu B rene POLG. K POLG-accouupoBaHHBIM Ha-
PYLIEHUSAM OTHOCST CUHAPOM Albliepca—XyTTeHI0Xepa (CUHIPOM
Aupriepca), KOTOPBIH MPOSIBIISIETCS AMAIETITHYECKUMHE TIPHCTYTIA-
MH, TUCTpOo(Uelt IeUeH! U PerpeccoM IICHXOMOTOPHOTO Pa3BHUTHSI.
Vcnonp3oBanue B Ka4eCcTBE TEPAIIUM AMICITUIECKUX MIPUCTY-
OB BAJILIIPOEBON KUCIIOTHI BBI3BIBACT (DaTabHbII TOKCHUECKUH
renatut. CBOEBPEMEHHas IUarHOCTHKA 3a00JIeBaHUs 1 UCKIIIOUe-
HI€ [IPENapaToB BalbIIPOEBON KUCIIOTHI YBEINUUBACT IPOJOILKU-
TENBHOCTB JKU3HB OOJBHOTO.

Onucanue xnunudecxoeo cayuas. Ilon HaOMogeHNEM HaX0-
qiicst nanueHt, 2010 rp. Pe6€nok ot 1-ii GepeMeHHOCTH, ITpoTe-
KaBIIel Ha QoHe aHeMuH, 1-X CpoYHBIX pozoB. bpak KpoBHOPO-
CTBEHHBIH, poAuTeIN JBOIOpOaHbIe cuOchl. C 1-ro roza *Ku3HU OT-
Meuajlach 3aiepiKKa ICUXOpeYeBoro pazButus pedbénka. C 5 et
MOSIBUJIACH HEYCTOMYMBOCTH TIPH X0b0€ 1 cl1aboCTh B KOHEUHO-
cTsiX. VICKITIOUeHbI: CIMHAIBHAS MbIIIeUHast aTpodust, MHOIHUCTPO-
¢us Tromenna/bexkepa, MaHelb «HACIEACTBCHHBIC MOJHMHEHPO-
natuny — orpunarensHas. C 9 ner nepectan npuOaBisITh B Bece
U XOJIUTb, IOSIBUINCH IIPUCTYIIBI CYOPOT ¢ HAPYILIEHUEM CO3Ha-
aust. [pu snexrposnnedanorpadun SHmenTHIeckasi akTHBHOCTb
HE 3aperucTpupoBaHa. beuT Ha3Ha4YEH Mpenapar BaIbIIPOEBOH KHC-
J0THI Ha (poHE MpUEMa KOTOPOTO MPHUCTYIIBI CYIOPOT YUaCTHIIHCH,
Pa3BHICA TOKCHYECKHH TeMaTUT ¢ pa3BUTHEM IIEUEHOUHO Heo-
CTAaTOYHOCTHU U JIETAIBLHOIo ncxona. [locMepTHO MOJIydYeHb! AaH-
HBIE [IOJIHOTO CEKBEHUPOBAHUS HK30Ma: BBISBIICH IaTOI€HHBII Ba-
puanT rena POLG B TOMO3UIOTHOM COCTOSIHUU, XapaKTEePHbIH 11s
CHHIpOMa AJbiepca—XyTTEHJIOXepa ¢ ayTOCOMHO-PELeCCUBHBIM
tunom HacnenoBanus (OMIM 203700).

3axnouenue. IlpeacraBneHHbIN KIMHUYECKUAN CTydail TEMOH-
CTPHUPYET KJIACCUUECKHE MPOSIBICHHS MUTOXOHIPUAILHOTO 3200-
JIeBaHUsI — CUHJpoMa AJbIiepca: 3a1epKKa IICUXOPEUeBOro pas-
BUTUSI, MHOIIATHs, IIOJIMHENPONAaTys, SIUIECHUs], IOATBEPKAECHHO-
IO MOJIEKYIISIPHO-TEHETHIECKUM uccienoBanreM. CBoeBpeMeHHasI
BepH(UKAIMS THarHo3a ¢ Ha3HaueHHeM CHMIITOMaTHYeCKOH Tepa-
MIUH, UCKITIOYAIOIIEH Ha3HAUEHHUE MPEenapaToB BalbIIPOEBON KHC-
JIOTBI, TIO3BOJISIET YJIYUIIUTh Kau€CTBO U YBEIUYUTH NPOLOIDKU-
TEJILHOCTD JKU3HU MAIUEHTA.



