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V BCEPOCCUNCKM MEOVNATPUYECKMIA ®OPYM CTYAEHTOB M MONOALIX YYEHLIX «BUPTYO3 NMEAMATPUN»

MATEPUAIbI
Hay4yHo-npakTnyeckom koHdepeHUn
CTYAEHTOB U MONOAbIX YYEHbIX
MNMaToro Bcepoccumnckoro negnatpuyeckoro opyma
CTYAEHTOB U MOJOAbIX YUYEHbIX
C MeXAayHapoAHbIM yyactuem «BupTtyos neguatpumn»

(Mockea, 20-21 masa 2024)

CEPOTUMNbI N YYBCTBUTENbHOCTDb K
AHTUBUOTUKAM HA3O®DAPUHIEAJIbHbIX
LUTAMMOB STREPTOCOCCUS PNEUMONIAE

AnavueBa 3.A., Ana6beBa H.M., KomsiruHa T.M.,
TpsinouknHa A.C.

HayuHble pykoBoguTenu: npoceccop
A.Tl. ®duceHko, aokTop men. Hayk A.B. IlazapeBa

OrAY «HauunoHanbHbIN MEANLMHCKUA NCCeaoBaTeNnbLCKUN
LeHTp 3gopoBbs geten» MuHagpasa Poccun, Mockea,
Poccus

Knrouesbie crioga: demu; sakuyuHauus; Streptococcus
pneumoniae; cepomurisl; aHMuGUOMUKOPE3UCMEHMHOCMb

Axmyanvrnocms. [THeBMOKOKKOBasI HH(MEKIUS MPU3HAETCS
OIIHOM M3 CaMBIX OIIACHBIX O0JIE3HEH U3 BCeX MPeayTpekIaeMbIX
BakuHONpodumakTukoil. Ilocne BHeAPEHNST MTHEBMOKOKKOBBIX
BaKI[MH HaOJII0faeTCst pocT HHGUIMPOBAHUS IeTel HeBaKIMH-
HBIMH CEPOTHIIAMH, B TOM YHCJIE YCTOWYMBBIMU K aHTHUOUOTH-
KaM. B cBs3u ¢ 3TUM HEOOXOIUM MOCTOSHHBIH MOHUTOPHHT Ce-
POTHUIIOBOTO Teif3a)a MTHEBMOKOKKA JJIsl CBOEBPEMEHHOTO TIPHHSI-
THSl YIIPABIEHUSCKUX PEIICHUH M ONITHMHU3AIH COCTaBa BaKINH
HOBOTO ITOKOJICHHSI.

L]ensy: onpenenuTb CEpOTUIIOBOM MeH3aX U TyBCTBUTEIBHOCTD
K aHTUMHUKpPOOHBIM IpenaparaM Ha30(apHHI€aJbHBIX IITAMMOB
Streptococcus pneumoniae.

Mamepuanvt u memooul. TIpoBeNeHO PETPOCTIEKTHBHOE KO-
TOPTHOE MCCIIeIOBAaHKE MAIMEHTOB B BO3pacTe OT 6 Mec /10 5 et
11 mMec ¢ Ha3odapUHTeaTbHBIM HOCUTEIILCTBOM ITHEBMOKOKKA. [Je-
T 00cnenoBansl B 2018-2022 rr. CepoTunupoBaHue MPOBOIMIH
C MOMOIIBI0 CHENU(PUISCKUX THEBMOKOKKOBBIX aHTHCBIBOPOTOK
W/WIM Y TEM MOJIEKYJISIPHOTO THITUPOBAaHHS METO/IOM ITOJIMMeEpas-
HOM 1enHo# peakunu. OnpeneneHne YyCTOHYUBOCTH K aHTUMHU-
KPOOHBIM ITpenaparaM BBITIOTHEHO METOIOM MUKPOPa3BEIECHHH.

Pesynemamei. B uccnenoBanme ObUTH BKITIOUEHBI 369 Haz30-
(apuHreanbHbIX U30JATOB MHEBMOKOKKA: 321 (87%) u30IT, BBI-
JIEJICHHBIN OT 37I0pPOBBIX HOCHTENEH (1eTH 0e3 TPU3HAKOB OCTPhIX
MHQEKIMOHHBIX 32001€BaHUN 1 000CTPEHUS] XPOHUYECKUX 3a00-
neBanuil) u 48 (13%) — ot mereil ¢ ocTprIMU GaKTEpPUATBHBIMU
uHpeKkmamMu (OTUT ¥ CUHYCHT). BhIsiBIICHBI 34 pa3inyHbIX CEPOTH-
1a THEBMOKOKKA, U3 HUX CAaMBIMH PaclpOCTPaHEHHBIMU SIBUIIICH
15ABC, 19F, 6AB, 11A, 23AB. B o0meii rpymrie aerei 1omis 1u30-
JISITOB BAKIIMHHBIX IITAMMOB (B COOTBETCTBHU C 13-BajIeHTHOH I10-
JcaxapuHON BakMHON) coctaBmia 39,3% (145 o6pa3ios), B TO
BpeMs Kak B IpyIIe JeTel ¢ ocTpbIMU 3a0oneBaHusaMu — 62,5%
(30 oOpa3ztoR). oy pe3UCTEHTHBIX ITAMMOB K 3PUTPOMHIINHY
cocrasuna 33,3%, TpuMeTonpum/cynbhameToxcazory — 24,4%,

teTpauukiInHy — 23,1%. OcoOyi0 HaCTOPOKEHHOCTH BBI3BAJIH
IITaAMMBI C MHOKECTBEHHOH JIEKAPCTBEHHOM YCTOMUMBOCTBIO: OT-
CYTCTBHE YYBCTBUTEJILHOCTH K > 3 aHTUMHKPOOHBIM TIperaparam
nmenu 24,7% wu3onsaTos. B xone paboTh! BHISABICH HU3KUN OXBAT
BaKIMHAIUEH OT ITHEBMOKOKKOBOW MH(EKIUH: B OOILIEH rpyIme
nereit numb 28% MMeNH MOJIHYH0 BaKLMHAILMIO, a B TpyIme 60-
JICIOIUX JIeTeH 0XBaT 3aKOHYEHHBIM KYPCOM BaKI[MHAI[UH COCTa-
BHJI TOIBKO 18,8%.

3akarouenue. MOHUTOPUHT aKTyaJbHOTO CIIEKTPa CEPOTUIIOB
ITHEBMOKOKKA M YyBCTBUTEILHOCTH K aHTUMHUKPOOHBIM Ipernapa-
TaM SBJISIETCS BaKHEUIIEH 3a1a4eil A1 ONTUMH3AIMN TePATH U
PO UIAKTHKH HHPEKIHH.

MEKOHMEBbIW NEPUTOHUT
Y HOBOPOXXOEHHOIO PEGEHKA
C MyKoBMCLMAO3OM

AnekceeBa A.B., lemngoBa P.A.
HayuHbIn pykoBoguTens: goueHT E.U. Kawmnpckas

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

Knrouesbie crioga: knuHu4deckul criydal; MeKoHuUesblIl uneyc;
MEKOHUEBbIU MepumoHUMm,; HOBOPOXOEHHBIU,; MyKoguCcyUd03

Axmyanvnocms. MEeKOHUEBBIN UIIEYC SIBISETCS OAHUM U3
crieuUIHBIX KAIICYHBIX TPOsBICHNH MyKoBHCIHA03a (MB) n
HEpEeIKo OCIOXKHSETCs nepdopanreil kuireyHrnka. JJnaranoctuka
BHYTPUYTPOOHOTO NEPUTOHUTA CBS3aHA C TPYAHOCTSIMHU MpEHa-
TaJbHOW JIMArHOCTUKHU U BBIOOpA TAaKTHKH ero jiedyeHus. OCHOB-
HBIM METOJIOM THarHOCTHKUA MEKOHHEBOTO MIEPUTOHUTA B aHTCHA-
TaJIbHOM NIEPUOJIE ABIAETCS YIABTPpa3ByKkoBoe uccienosanue (Y3U).

Onucanue knunuveckoeo caydas. Mansauk L., poxnén ot
1-1i GepeMeHHOCTH, 1-X MpeXIeBPEeMEHHBIX POIOB Ha 35-i Hejie-
JIe TeCTaluy, Macca Teia npu poxkaeanu 2390 1, nuuHa Tena —
50 cM, OKpy>KHOCTB TOJIOBBI — 33 cM, OlLI€HKa I10 IIKaje Anrap —
7/8 6amioB. bepeMeHHOCTD NpoTekalla Ha (hOHEe XPOHUYECKOTO MH-
enonedpura, octpoit pecnrparopHoii uHdexuun B I Tpumectpe.
Ipu npoBenennu mianosoro Y3 Ha 33-it Henene 6epeMEHHOCTH
BEISIBJIEHBI NMTPU3HAKH OOCTPYKIUH TOJICTOTO KHIIEYHHKA III0JA,
MEKOHHEBBIN nepuTOHUT. Ha 35-i1 Henene GepeMEHHOCTH B CBSI3H
C IPEXKAEBPEMEHHBIM U3IUTHEM OKOJOIUIOAHBIX BOA IIPOBEACHO
ponopaspelenue myTéM kecapepa ceueHusi. COCTOSIHHE MaJIbIU-
Ka IPH POXKACHUH TsDKENOE, 00yCIIOBICHHOE IbIXaTeNIbHON Hel0-
CTAaTOYHOCTEIO, LiepedpaibHOl Aenpeccueil. Pe6&Hok ObLT mepe-
BeZIEH B OT/IEJIEHHE aHECTE3UOJIOTHH-peaHnMaIy. B HeBpooru-
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YEeCKOM CTaTyce OTMeYalach CHMITOMAaTHKa YrHeTeHHs. JKUBOT
BEIIIE YPOBHS PEOEPHBIX YT, CAMMETPUYHBIH, IPH NalbIIalliH
HanpspKEH, OTMEUEHB] BBIP)KEHHBIH OTEK U THIIepeMust epeaHen
OpromHoii crenku. OTéku B obnactu MoimoHKu. CTyll U OTIens-
eMoe TI0 'a300TBOJTHOH TpyOKe OoTcyTcTBOBAIH. [10 yperpaisHo-
My KaTeTepy BbIIeIsuiach CBETIO-kEnTas Moda. [Ipyu moctaHoB-
Ke YKEeTyJI0IHOTO 30Ha OTAEISIIOCH CONEPIKUMOE JKENTOTO [IBETA.
YUuTBIBAs TSHKECTH COCTOSIHUS PeOEHKA, TPOBEICHO ONIEPATUBHOE
JIe4eHre B SKCTPEHHOM MOPSAKE — IPEHUPOBaHUE OPIOIIHOI HO-
JIOCTH C JIByX CTOPOH. MIHTpaomnepaoHHO 3BaKynpoBaHo 250 M
MEKOHHS C TIPUMECHIO KPOBH, BKITIOUCHUSIMU (pUOpHHA.

B nmoceonepannoHHOM Iepuose peOGEHOK HaXOIMIICS Ha HC-
KyCCTBEHHOH BEHTHJIALIMH JIETKHX, ONy4ai 00e300auBanue GpeH-
TaHUJIOM, BOCITOJTHEHHUE OeJIka pacTBOPOM alibOyMHHa, aHTHOAK-
TEepHAJIbHYIO Tepanuio, napeHTepaibHoe nutanue. Ha 6-e cyTku
HOCJIE ONEPATUBHOTO JICYCHUsI pecIUpaTopHast MOoAJeprKKa Oblia
IIpeKpallieHa, HadaTo TpouuecKoe FIHTepaIbHOE IUTaHue. B co-
CTOSIHHH peO&HKa OTMEYaach MOJOKHUTENbHAS JHHAMUKA, Hadall
cocaTb CaMOCTOSITENIFHO, IUTAHKWE yCBAaMBaJ B MOJHOM 00BEME,
SIBIICHUH KHIIEYHOH HEITPOXOAUMOCTH HE OTMEYaJI0Ch, Ha0IIoa-
Jach MOJIOXKUTENIbHASL BECOBAsl KPUBASL.

3axmouenue. IlpencraBneHHbl ciydail AeMOHCTpUpYET Ts-
xEIoe TeUeHHe MEKOHUEBOTo Iieyca Kak mposisieHre MB y Ho-
BOPOXKIEHHBIX. XapaKTepHBIH CHMIITOMOKOMILIEKC TPeOyeT KITU-
HUYECKOH HACTOPOXKEHHOCTH CIICIIMAINCTOB C BO3MOXKHOM pea-
JU3anyeil TMarHoCTHYeCKOro ajaropurMa i uckiroueHus MB.

k %k k

KO®EWH B XXU3HN CTYOEHTOB

AnueBa H., KoponeBa O.A.
Hay4yHbIn pykoBoguTens: goueHT H.J1. AMwmkoBa

®rAOY BO «[Mepsbint MockoBckuiA rocyaapCTBEHHbIN
MeaMLUHCKUA yHuBepcuTeT nmeHn .M. CeyeHoBa»
MwuHsgpaBa Poccumn (CeveHoBckuii yHuBepeuteT), Mocksa,
Poccus

Knroyesnie criosa: kKogheuH; cmyOdeHmbl; achgbekmbl;
KogheuHcoOepxauwue Hanumku

Axmyanvrocmy. KohenH BXOIUT B COCTaB MHOTUX MOIYJISP-
HBIX HAIIUTKOB U MPOIYKTOB, YIIOTPEOIAEMBIX KSTHEBHO. Bnsi-
HUE KoerHa Ha OPTraHu3M MPOJOIDKAIOT H3y4arh.

Llenw: onpenenuTh BAUSHUE KO)EHHA HA OPTaHU3M H €T0 POIIb
B JKU3HH CTYICHTOB IJIsI pa3pabOTKN PEKOMEHIAINH MO MPaBUIIb-
HOMY TOTPEOJICHUIO KOpEeHHa.

Mamepuanvr u memoowi. IIpoBenéH aHAIN3 IUTEPATYpPHl U
PaHIOMU3UPOBAHHOE UCCIIEA0BAHUE C OMOIIbIO aHKETHPOBa-
HUs cpend 151 cTyneHTa MEAUIIMHCKUX, TYMaHUTAPHBIX U TEX-
HAYECKUX BY30B B Bo3pacte 10 20 meT. AHkera Birodana 14 Bo-
MIPOCOB U MOAPA3EIsIach Ha 3 OJI0Ka, aHATM3UPOBATHCH 3 (deK-
THI HOMYJIAPHBIX KOGEHHCOACPKALINX HAMUTKOB U OIIYIICHHS
HOCJIE UX YIOTPeOneHHUs.

Pe3ynomamur. YcraHoBIeHO, 4T0 70% OMPOIIEHHBIX CTYAECH-
TOB YMOTPEOISIOT HAIUTKH ¢ KOYEHHOM ©XKEIHEBHO, U3 HUX KO-
(e ynorpebism exxenHeBHO 27,2% ucnbiTyeMbIX. [Ipn 9ToM BBI-
SIBIIEHO, 4TO 55,9% mprot 1 gamky B nenw; 37,3% — 23 vamku;
6,8% — OGonbuie 3 yamek. [TpennouTeHus B BHIOOPE HAITUTKOB Y
CTYJCHTOB pacrpeaeninuch Tak: 39,1% — yaii; 25,8% — Boxa;
24,5% — xode; 7,9% — cnanxas rasupoka. IIpu onpeneneHun
HYXJIbI TOTpeOIeHIs KoheHHCOIepKaIHX HATUTKOB OBLIO OIpe-
JIENIeHO, 9T0 53,6% CTYIeHTOB MBIOT IJIs1 YIOBOILCTBHS, 25,2% —
JUTSL TIOBBIIIEHUs paboTocnocoOHOCTH. [1omyNIsIpHEIM SIBIIsSIETCS

notpebnenne kode Kak «IpUBBIYKA U TPAJULINNY, TPHIEM OTIA-
BaJICSI IPHOPHUTET B MOTPeOIeHNH 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
OLIyILIaaY U3MEHEHUH IpU ynorpedneHuu kodpeuna, 41% crynen-
TOB 4yBCTBOBaJIM 00ApOCTh, 6% — ycranocts, 17,2% — npodue
HETIPUATHBIE OLTYIIEHHUS. BONBIIMHCTBO OMPOIIEHHBIX CUUTAIOT,
9TO UX COCTOSIHUE HE 3aBHCHUT OT KodenHa, ogHako 20% BBISIBU-
71 y ce0sl 3aBUCHMOCTD OT HalIUTKOB, O Y&M TOBOPUT HapacTaHUe
YCTaJIOCTH IIPH OTKa3e 0T KOPEUHCOAEpKaLUX IPOAyKToB. OT-
MEYEHO TaKxke, 4To 21% CTyneHToB I10X0 3ackinany, 12% He BbI-
CBIIANUCH, y 12% 0oTCyTCTBOBANO OlIyLIeHHE 60ApOCTH, Yy 7% OT-
MeyvaJics IPEPHIBUCTHII COH.

3axnrouenue. Kopennconepxaniye HaAUTKU SBISIFOTCS He-
OTBEMJIEMOH YacThIO MOBCEIHEBHOM XKHU3HU CTyAeHTOB. CaMbIM
MOMYJISIPHBIM HAIUTKOM sBJsieTcs 4aid. YacTh CTyAEHTOB OTMe-
THIa Ha cebe MoNoKUTENIbHBIE dPPEeKThl KoQerHa, BBIIEIsS ero
MICUXOCTUMYIIUPYIOIee BO3AECHCTBUE, OABEM HACTPOCHUS, T10-
BBILIICHHE BEIHOCIHBOCTH U 0OIPOCTH, HEOOXOAUMBIX CTYACHTY B
nHeBHOe BpeMs. OHako OBLIHM U T€, KTO OTMETHIIN TUCKOM(OPT
U yCTaJlOCTh, HAPYIIEHHS CHA, OLYyTHJIH Ha ce0e 3aBUCUMOCTD OT
notpednenus kodeuna.

* %k ok

NOCNEQCTBUA NO3OHENA OUATHOCTUKU
rTMNEPBUNTMPYBUHEMWUU

AHTOHOBa B.[."
HayuHbI pykoBoguTens: goueHT O.B. Mnmo6a’?

'"®FAQY BO «Mepebit MOCKOBCKMI rocyaapCTBEHHbIN
MeauLUHCKuA yHusepceuteT nmenn N.M. CeveHosa»
Mwun3agpasa Poccum (CeveHoBckuin yHuBepcuteT), Mocksa,
Poccus;

20lrAY «HauunoHanbHbI MeQULMHCKUIA nccreaoBaTenbCKUM
LleHTp 3gopoBbs aeten» MuHagpasa Poccun, Mocksa,
Poccus

Kntouesbie crioea: KnuHUYeckull ciydal; s0epHasi xenmyxa;
JKerimyxa HOB0POXOEHHbIX; 2unepbunupybuHemusi;
bunupybuHosas sHueganonamus

Axmyanornocme. TunepOouaupyOrHeMuss — 3TO JH000€ yBe-
JMYEHUE KOHIIEHTpauuy OMIupyOrHa B CHIBOPOTKE KPOBH CBEPX
HOPMAaTHUBHBIX 3HaueHUi. Hapymienus cTpykTypsl 1 QpyHKIUU ro-
JIOBHOTO MO3ra, 00yCIIOBJIEHHbIE HENPSAMOH runepounupyouHe-
Muel, Ha3bIBaeTcs OnnupyouHoBoii sHuedanonarneit (b2) win
simepHoi xkentyxou. [Ipu ncnonp30BaHIM IepUHATATBHBIX TEXHO-
noruit BD sBisieTcs mpenoTBpaTuMBIM cOCTOSTHHEM. BeposiTHOCTD
pas3Butus B noBeiaeTcs npu cienyronmx Gakropax pucka: He-
JIOHOIIEHHOCTh, TeMOJIUTHYECKasi 00JI€3Hb HOBOPOXKIEHHOTO, TS~
Kkénas BpoxKJEHHAs U HeOHaTalbHast MHpeKkus. B nocnentue nsa
JIeCATUIIETUS YyacToTa bO B pasnuuHbIX cTpaHax HAXOAUTCS B THa-
nazone 0,4/100000 o 2,7/100000.

Onucanue knunuyeckozo cayyas. IlanMeHT nocTymui ¢ xa-
J'IO6aMI/I Ha MOBBIICHUE MBINICYHOI'O TOHYCA IO CIIaCTUYCCKOMY
TUILy, THIIEPKUHE3b] IPU HACHIIbCTBEHHBIX ABHKEHUAX. PeOEHOK
oT 7- 6epeMeHHOCTH, IpOoTeKaBLIel ¢ yrpo3oit npepeiBanus. Po-
IIbl OKCTPEHHBIE Ha 35-if Henene B CBS3H C (ETOIIaleHTaPHOM
HEI0OCTAaTOYHOCTHIO, ITyTEM KecapeBa cedeHus. Macca Tena npu
poxnaenun 2400 r. Inuna tena 46 cMm. CocrosiHue peOEHKa Ts-
KE0e 3a CUET Pa3BUTHS AbIXATEJIbHON HEOCTaTOUHOCTH, HEBPO-
JIOTUYECKON CUMIITOMAaTHKH, 33€PKKU BHYTPUYTPOOHOTO pa3BU-
tus. I'pynna xkposu matepu 0(I) pesyc-oTpuniaTenbHblil, pedEHKa
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0(1) pesyc-monoxutensHbIiA. TonbKo B Bo3pacte 1 Mec KU3HU Y
pebGEHka OblIa IMarHoCTUpOBaHa OUITUpyOuHeMus 497 MKMOIIB/JI,
TOCTIMTAJIM3UPOBAH B CTAIMOHAP B TSHKEIOM COCTOSIHUM 3a CUET
MOpayKEHUSI IEHTPANbHOM HEPBHOM CUCTEMBI, OMIINPYOHHOBOM HH-
Tokcukaruu. [Tocne nmocrymnieHus Ha 6-€ CyTKH ypOBEHb 001Iero
OmHpyOHHA CHU3IICS 10 26,5 MKMOIIB/JI. [ocie BBIMTUCKH MOs-
BUJTMCH KaJOOBI HA MEPUOTUYECKYIO PBOTY (POHTAHOM, SITU30/BI
«BBITUOAHUS, 32JIEPXKKY PA3BUTHS. YUHUTHIBAS HATNYHNE B aHAMHE-
3€ THIepOuITNpyOHHEMUH, THIIEPKUHE30B Pa3IMYHOr0 XapaKTepa,
MopakeHue OJICHBIX AapOB 110 JAaHHBIM MAarHUTHO-PE30HAHCHOM
TOMOrpauu TOJIOBHOTO MO3ra, OTCYTCTBUE HapylIeHU oOMeHa
aMHMHOKHCJIOT 1 0eTa-OKHUCIICHUS JIMMUA0B Y peOEHKA YCTaHOBIICHO
NOpakeHHe TOJIOBHOTO MO3Ta BCIECTBHE THITEPOMITNPYOMHEMUH
B paHHHIA iepuo. PeOEHOK HAOMIOMAeTCs C JMArHO30M: JIETCKHUH
LepeOpalibHBIN Mapainy: CacTHKO-THIIEPKUHETHYECKas GopMa.
GMFCS IV. Taxénble nBUraTtenbHble U pedeBble pacCTPOICTBa,
3HAUUTENIbHOE CHU)KEHHE KaueCTBa )KU3HU TallMeHTa.

3aknrouenue. IlpencraBneHHbI KIMHUYECKUH ClTydail JeMOH-
CTPHUPYET HEOOXOMUMOCTH TIIATEILHOTO cOOpa aHaMHe3a, aHAIU-
3a KIMHUYECKOH KapTHHBI U 1a00paTOPHBIX TAaHHBIX ISl paHHEeH
JMAarHOCTUKYU TMIIepONINpyOMHEMHHN U NMPEAOTBPALLEHHs HHBA-
JIUIM3AIH TaKUX OOJIbHBIX.

%k k k

TPYAHOCTU OUATHOCTUKU AYTOUMMYHHOIO
NMAHHUKYITUTA

ApcanueBa A.LL.", KanapuHa A.M.2

Hay4HbIn pykoBoaguTenb:
poueHT H0.M. CnuBakoBckui'

'®IbOY BO «CapaToBCKMii rocyaapCTBEHHbIM MEQULIUHCKUIA
yHuBepcuteT umenn B.W. Pasymosckoro» MuHaapasa
Poccun, Capatos, Poccus;

2YHuBepcUuTeTcKas KnmHuyeckas 6onbH1LEa UMeHM

C.P. Mupoteopuesa, Caparos, Poccus

Knouesbie criosa: knuHu4eckul criyqat; demu;
aymouMMYyHHbIU MaHHUKYum; noOKoXXHas Xupoeasi
Kriemyamka; duaeHocmukKa

Axmyanvrnocmy. [IaHHUKYAUT — TPyIIIA FeTEPOreHHBIX 3200-
JICBaHUI BOCTIAJIMTEIILHOM ITPUPOJIBL, XapaKTEPHU3YIOIUXCS Opa-
KeHreM noakokHoH sxupoBoi kietdatku (IDKK). [lnpokoe muO-
roo0pasue KIMHUIECKHX M TUCTOIOTHUECKUX TTPOSIBICHUI TPUBO-
JIIT K TOMY, YTO 3THU MAIMEHTHI IOMAaI0T B IIOJIe 3peHUs] Bpadeit
CaMbIX Pa3HbIX CHELUATBHOCTEH.

Onucanue knunuyecko2o cyyasi. BriepBble U3MEHEHUS Ha KO-
e B BUJIE PO30BaTO-CUHIOIIHOTIO IsITHA y Majkuuka E., 5 ner, ma-
Ma orMeTwia B staBape 2022 1. [IATHO MOSIBISIIOCH TOCTE KyTIaHus,
pacroaranoch B 00JaCTH IPyIHOH KJIETKH 10 3aJHEH TOAMBIIIEY-
HOW JINHUY CTIpaBa pa3MepoM 10 2,5 cM B JMaMeTpe, C HEPOBHBIMU
KOHTYpaMu. MaJlbdiK BIIEPBbIC KOHCYJIBTHPOBAH JEPMATOIOTOM
B mMapre 2022 r., korja ObUT yCTaHOBJIEH nuarHos: « Murpupyto-
mias spurema?y. [IpoBeaéHHOe JIeueHHEe HE MIPUHECIIO 3HAYUMO-
r0 MOJIOXKHUTENBHOTO dpdekra. Co BpeMeHEM 00pa3oBaHHE yBe-
JMYUIIOCH B pa3Mepax, CTajo Ooiee IIIOTHBIM, U3MEHHIIO OKpa-
CKY, YTO MOCITY>KHJIO TIOBOJOM K CTAI[HOHApHOMY 00CIIe10BaHHIO
B CIICHUATM3UPOBAHHOM JIEPMATOJIOTHUECKOM OT/EJICHUH B HIOHE
2023 r. 1o naHHBIM 00CIIE10BaHUS B KPOBU OOJILHOTO ObLIU BBISB-
neHbl 303uHOoGUIHs (10%) M BRICOKHE YPOBHU aKTHBHOCTH IIEITOY-
Hoit docdaraser (1169 EM). [Tpu Y3U MArkux TKaHed OMUCAHbI
9XO-NPU3HAKU MATKOTKAHHOTO 0Opa30BaHUs B MPABOM JOMATOY-
HOH 00J1aCTH, YTO CTAJIO ITOBOJOM K ITPOBEAECHHIO KOHCYIBTALNH

Bpada-OHKOJIOTA M IOCIEAYIONeH rOCIUTAIN3AINT B XUPYpruye-
cKkoe otnenenue. Tam 0 JaHHBIM THCTOJIOIMYECKOTO HCCIeI0Ba-
HUA OMomnTaTa ObUIa IPENONokKeHa HeXOMKKUHCKas T-kieTouHas
nuMdoma, noce yero ObLUIO MPOBECHO MOJIHOE yAAJICHUE T1aTO-
JIOTHYECKOr0 00pa30BaHMs, YTO MPHUBEIO K POPMUPOBAHUIO TH-
epTPOGUIECKOro KeJIOUIHOTO PyOIla, OrpaHHYMBAIOIIETO 00b-
&M IBIDKeHUH 11edeBoro cycrasa. OOpaser Ouonrara ObUT KOH-
cynsrupoBal B ®I'BY «HMUIL[ AI'OU um. Amutpus Poragesay.
[Tpu3HaKy OMyX0NeBOro NOPakKeHUs HE BBISIBICHBI, 8 BEpUBHLIHU-
POBaHBI NPOSIBIEHUS Ay TOMMMYHHOTO AHHUKYIUTA. PeOEHOK ObLI
KOMILIEKCHO 00CIeZIoBaH B pEBMATOJIOTMYECKOM craioHape. Ha
(hoHEe TPOBOAMMON MPOTUBOBOCIATHTEILHON TEPAITHHU PELIIBa
3a00JIeBaHNs Ay TOMMMYHHOTO TAaHHHUKYJINTA HET.

3axmouenue. IpuBenéHHOE KIMHNYECKOE HAOMIOACHNE HILTIO-
CTpHUPYET OOBEKTHBHBIE CIOKHOCTH U CYOBEKTUBHBIE ITPUYNHEI,
BO3HHKAIOIIUE B MEIUATPUUYECKOM MTPAKTUKE, TPEOYIOIINE MEX-
JUCIUIUTMHAPHBIX 3HAHUN, YMEHUS U KEJIaHUs COTPYIHUYATD C
KOJJIETaMH CMEXHBIX BPa4eOHBIX CIIEHUATBHOCTEH C IETbI0 MaK-
CHUMAJBEHO 3((GEKTUBHOTO 00CIEAOBAHMUS MALMEHTA IS ITOJTHO-
LICHHOW KIIMHUYECKOW BepU(HUKAIINN THATHO3A.

CEMEWHO-OUATHOCTUPOBAHHAS
KINACCUYECKAA NUPUOOKCUH-
HEYYBCTBUTEJNIbHAA ®OPMA
FrOMOLMUCTUHYPUN Y MATNTBYUKA 11 NIET

BapuHoBa K.A.
Hay4yHbIn pykoBoguTenb: goueHT 5.0. MauyykaTtoBa

OrAOY BO «[MepBbint MockoBCkuiA rocyaapCTBEHHbIN
MeauLUHCKUA yHuBepcuTeT nmeHn .M. CeveHoBa»
Mun3snpasa Poccun (CeyeHoBckuin yHuBepcuTteT), Mocksa,
Poccus

Knrouesbie criosa: knuHudeckul criy4dad,; 0emu;
20MoyuUCmuHypusi; duagHocmuka

Axmyanvrnocms. ToOMOLIUCTUHYPHS SBIISIETCSA PEIKUM 3a001e-
BaHUEM ¢ pacnpocrpaHéHHOCTbIO 1 : 200 000 ciyuaes. 3aboine-
BaHHUE CBS3aHO C HApPYIICHHEM MeTa0oIn3Ma METHOHHHA BCIISI-
CTBHE Ae(pUINTA IUCTATHOH—CHHTETa3bl. [MarHOCTHKA U JICICHUE
TOMOLUCTHHYPHH TpeOyeT MPUMEHEHUS MyIbTHIUCIUILTHHAD-
Horo nozaxoza. HecMoTps Ha Hammune XapaKTepHOTO CHMITOMO-
KOMIIJIEKCa, TOMOLIMCTHHYPHS YacTO OCTAeTCsl HEPacllO3HAHHON
U TUarHOCTHPYETCS Ha JTAIax MOSBICHUS OCIOKHEHUH JaHHOIO
3a00JIeBaHUs y JIeTel, KOTOPBIM He MPOBOAWICS PaCIINPEHHBIH
HEOHATAIIbHBIH CKPUHUHT.

Onucanue kaunuyeckoeo ciyias. Manwuuk, 11 jget, oOpa-
THJICS B CTAI[MOHAP B CBSA3H C HATWYIMEM HapylleHuil pedn, ObI-
CTPOH yTOMIIIEMOCTH, CHHKEHHS OCTPOTHI 3peHusl, AedopManuii
HOTI' U TI03BOHOYHMKA. B anamHe3e B Bo3pacte 1 roga y manues-
Ta HaOIIIOAaIOCh OTCTaBaHME B pedeBoM pas3Butud. K 3 romam
peOEHOK roBopmII 5—6 CII0B, TakXke MOSBHUIACH arpeccus. IIpo-
BOAMMBIE KYpPChl HOOTPOIHOM Tepanuu ObutH Hed((EKTUBHBI.
B Bo3pacTe 4 et nmpu 0(hTaIbMOJIOTHYECKOM 00CIeI0BaHUN ObLIT
BBIABJICH IMOABBIBUX XPYyCTaJIMKa C ABYX CTOPOH, B CBA3U C UCM
Obula IPOBEJCHA MUKPOUHBA3UBHASL JIEHCBUTPIKTOMUS. Pe6é-
HOK TaK)ke 3aHHMaJIcs ¢ JIoronenoM. oMonucTHRypus ObLIa 3a-
MIOI03pEeHA B BO3PACTE 5 JIET, MOCJIe SKCTPEHHOTO MOCTYIIICHUS
€To poxHOTOo Opara B Bo3pacTe 9 JeT ¢ MIIEMHYECKUM HHCYIThb-
ToM. Toraa ¢ MoMOIIBI0 MOJIEKYIIIPHO-TEHETHIECKOTO aHalIN3a
Obu1a IOATBEPXKJIEHA Kiaccudeckas GopMa rOMOLMCTUHYPUH Y
o0oux OparbeB (KOMIIayH-TeTepO3UroTHele MyTanuu ¢.904GA/
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¢.847GT B rere CBS). IIpn npoBeneHNN TecTa Ha TYyBCTBUTEIb-
HOCTB K BUTaMHHY B6 OblIa ycTaHOBIEHA MUPUIOKCHH-HETYB-
cTBUTeNbHAs (hopma Oone3Hu. bpuin Ha3HaueHBI OeTauH, alleTHII-
CaJINIUIIOBAs KMCIIO0TA, CIeUaIu3UpOBaHHas aMUHOKHCIOTHAS
CMECH, JIaHbl PEKOMEH/IAlMU COOJIIO/IEHUST HU3KOOGIKOBOW Jue-
Thl. B 7 neT nauueHT Hayan oOydeHue B LIKOJIE HHKIIIO3UBHOTO
tuna. C 10 et oT™Me4anaoch yXyALIeHHEe pedu, CTal MeHee pa3-
00punBO TOBOPUTH. [Ipy MarHUTHO-PE30HAHCHOW TOMOTrpadun
(MPT) ronoBHOro Mo3ra BBISIBIICHBI IPU3HAKH MIEPEHECEHHOTO
TpoM003a CaruTajibHOrO CHHYCa HEM3BECTHOW NaBHOCTH. KoH-
CHJILYMOM 3KCIIEPTOB Pa3HBIX CHELMAIbHOCTEN ObLIN Ha3HaAUeE-
HBI aHTUKOAryJiHTel. Ha nmosropHoit MPT ronoBHoro mosra He
BBISIBIIEHO OTPUIATENbHON ATHHAMHUKH. PeOEHOK OBUT BBITUCAH
B CTaOMJIIBHOM COCTOSIHUM ¢ pekoMeHaanusmMu. OIHaKo cTajo
M3BECTHO, YTO €Tr0 POJHOM Opar ckoHYaiics B Bo3pacrte 10 neT.

3axnmoyenue. JIaHHBIA KIMHUYECKUN ClTydyail IOATBEPIKAACT
HEOOXOIMMOCTh MOBBIIIEHHS OCBEIOMIIEHHOCTH Bpadeil 0 CUMIITO-
MaxX TOMOLIMCTHHYpHH y aeTelt, npumenennn JJHK-nuarnoctuku
y TAIMEHTOB, HE MOJYYHBIIUX paHee PACIIHPEHHOTO HEOHATAIIb-
HOTO CKPHUHHHTA JUTS TPOMIIIAKTUKH OCIIOKHEHUH.

k 3k 3k

XPOHWYECKUW PELIUAUBUPYIOLLINIA
MYNbTU®OKAIbHbIN OCTEOMUEIINT:
TPYOHBLIA NYTb K AUATHO3Y

BeameHoBa M.[.

HayuHbI pykoBOgUTENb:
poueHT F0.M. CnnBakoBCKUN

®Irb0Y BO «CapaToBCKuiA rocyqapCTBEHHbIN MEOULIMHCKUN
yHuBepcuteT umenn B.W. Pasymosckoro» MuHsapaBsa
Poccuu, Capatos, Poccus

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

Axmyanbnocms. XpOHUYECKUH PELUANBUPYIOIUN MYIIBTH-
¢dokanpHbI ocTeomuenut (XPMO) — ayToBoCHaUTENBEHOE 3a-
OoreBaHme, XapaKTepU3yIoLeecs KITMHIYECKH Pa3BUTHEM aCEIITH-
YECKOTO BOCMAJIUTENIBHOTO IIOBPEXKIEHHs KOCTEH ¢ MPOJIOHTUPO-
BaHHBIM U (QIIFOKTYUPYIOLIIM TEUCHHUEM.

Onucanue kaunuyeckozo caydas. IlpoBenen ananus 3 ciy-
yaeB nebOora XPMO y neBouek B Bo3pacte 8—12 jet, KoTopbie
AMENTU KIMHUYECKYIO KapTHHY, Pa3IHYaroIyocs Mo Ae0Ty
MIEPEYHIO THArHOCTUYECKUX KPUTEPUEB, YTO ONIPEEIHIIO TPY-
HOCTH TMEPBUYHON JMATHOCTUKU. DTU OOJIbHBIC TPOIILIN JOJITHIA
MYTh OT HOSBJICHHUS CUMIITOMOB JI0 IPAaBUJILHOTO JrarHo3a. O0b-
€/IMHSUI0 BceX OOJBbHBIX TO, YTO Y HUX B aHAMHE3€ UMEIIUCh yKa-
3aHUS Ha TPaBMy. DTO HANPABIISIIO Bpadel 1o JOKHOMY ITyTH Jie-
YeHHs IOCTTPaBMaTn4eckoi naronaoruu. IIpu sTom npencrasis-
€TCs BEpOATHBIM BIMSHUE TPABMbI KaK TPUITEPHOTO MEXaHU3Ma
MaHu(ecTanun 00JIe3HU BO Beex ciydasx. OnHa U3 NallueHToK,
8 net, HaOmOMamack ¢ kaja00amMu Ha OOJH B CIIMHE M YaCTBIMH
nepesnoMamu. Bropas 6onbHas, 9 jet, mocie TpaBMbI CTpajana
00J1bI0 B MATOYHOW KOCTH, KOTOPAsi CMEHWJIACh HapacTaAIOUIMMHU
Hecnenn(pUIeCKUMH BepTeOpanTusaMu. Y TpeTheil MalneHTKH,
12 net, oTMevancs OQUH U3 CAMbIX YaCThIX CUMIITOMOB — JJTH-
TEJIBHO TEKYIllee MOPaKeHUE TPYAMHO-KIOUMYHOTO COYJICHEHUS.
Onnako XPMO He Brmogaincs B IuddepeHualbHo-I1arHo-
CTHYECKHUU TOUCK. J[naruo3 y Bcex OOJIbHBIX ObLT YCTAHOBJICH B
3HAYUTEIHHO OTCPOYEHHOM NEpHoJIe 3a00IeBaHuUs TOIBKO B yC-
JIOBHSIX CIIELUATM3UPOBAHHOTO CTAllMOHApa MPH yYacTHH PEB-
MAaToJIoTa M psijia CHENHAINCTOB (elepalbHbIX CIEIUAIN3UPO-

BaHHBIX LIEHTPOB, YTO ITO3BOJHIIO HA4YaTh CHEHU(PUUECKYIO Te-
panuto 6uchochonaramu.

3akarouenue. IIpencTapiaeHHbIe Cllydan MO3BOJIAIOT 110J1ararh,
4TO y Bpadeil emé HenocTaToyHa OCBeOMIEHHOCT 0 XPMO y
nereil. B GonpnHCTBE citydaeB OOJBHBIX HAOMIONAIOT BpayH pas-
JIMYHBIX CIEHAIBHOCTEN ¢ OIMOOYHBIMU AUarHo3aMu, a XPMO
ocTaéTcs Hepaclo3HAHHBIM B TEUCHHUE JUTUTENFHOTO BpEMEHH. 3Ha-
HUE KJIMHUYECKOW KapTUHBI, 0COOCHHOCTEH TEUEHHsI 3TOW MaTo-
JIOTHHM Yy I€TeH, MOIX0J0B K JUarHOCTHKE IIO3BOJISIT CBOEBPEMEH-
HO BBIABJIATH IIAHKMCHTOB U HAYUHATH cneunq)w{ecxy}o Teparunro
B 3()(heKTUBHBIE CPOKU.

k %k ok

YHUBEPCATbHbIN CKPUHUHI
HA OUCNTUNWOEMUIO Y OETEU
LUKOJIbHOIO BO3PACTA

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

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

'®rBOY BO «TroMeHCKMIA rocyqapCTBEHHbIN MeaULIMHCKIINA
yHuBepcuteT» MuHsgpasa Poccuun, TiomeHb, Poccuns;
2TAY3 TO «lopogckas nonuknuHmka Ne 5», TiomeHb, Poccus

Kntoyesnle criosa: demu; cKpuHuHe; ducnunudemus;
aunepxonecmepuHeMusi; hakmopbl pUcKa, WKOIbLHUKU

Axmyansrnocme. MHOTue cepAeUHO-COCYNUCTbIE 3a001eBaHNUs
(CC3) (B ToM umcIe arepockiepos) 6epyT CBOE Hayajio B AETCKOM
Bo3pacTe. YacTo JUCIUIUAEMHIN KIMHHIECKU HIUKaK HE MPOSBIIS-
I0TCS, U TONBKO YHUBEPCAIBHBIH CKPHHUHT MO3BOJISIET BHISIBUTD
JeTel ¢ HapyIIEHUSIMH JIMIHIHOTO OOMeHa.

L{ens: MpoOBECTH YHUBEPCATIBHBII CKPUHUHT Ha YpOBEHb 00-
niero xosnecreprHa (OX) B CIUIOMIHOM BBIOOpPKE IIKOJIBHUKOB B
Bo3pacte 10 yet, pa3paboTaTh MapHIPyTHU3AIMIO U aNTOPUTM Ha-
OJFONEHHS AETEH C THUIEPXOIeCTEPHHEMUEH B MEJUIIMHCKUX Y-
PEXKICHUSX.

Mamepuanvt u memoowt. [IpoBeEHO OTHOMOMEHTHOE KITHHH-
yeckoe obcnenoBanue 806 nereit, cpenuuii Bospact 10,2 = 0,8 ro-
J1a, COOTHOIIICHHE MaJBYMKOB U AeBouek 1 : 1. [Tocie momgmuca-
HUSI TOOPOBOIBHOTO HH(POPMHPOBAHHOTO COIIACHS BCEM y4acT-
HUKaM TPOBEICHO aHKETHPOBAHUE, AaHTPOIIOMETPHUS C OLEHKOU
mo «WHO AnthroPlus» u konudecTBeHHOE ONpeAeTICHUE YPOB-
Hs OX u qunuaorpaMMel. 3a HOpMaidbHBIN ypoBeHb OX MpUHATO
3HaYeHUe MeHee 4,4 MMOJIb/JT, HOTPaHUYHBIM CUUTAETCS YPOBEHb
4,4-5,1 MMOIB/J1, MOBBIILIEHHBIM — OoJee 5,2 MMoub/11. O6cneno-
BaHHE MPOBOAMIOCH B paMKaX JIEKPETHPOBAHHOTO MPOQPHIAKTH-
YEeCKOTr0 0CMOTpPa B IPOIODKEHHE peau3allii CTPaTernd MHOTO-
LIEHTPOBOTO nccienoBanus «Poccuiickuii yHUBepcaIbHBINA CKPH-
HUHT OOIIEro XoJecTepuHa y AeTei eBporeiickoil yactu Poccuu
(PYCHY)» na 6a3e TIOMEHCKOTO TOCyAapCTBEHHOTO MEIMIIUH-
CKOTO YHMBEPCHUTETA.

Pesynomamei. Y 9% neteit GbUT0 3a(pUKCHPOBAHO TOBBIIICHUE
ypoBHst OX > 5,2 MMOJIB/1. DTH JeTH ObLIM BKIFOUYCHBI B TPYIIIIBI
pucka o panaemy paszsutuio CC3 1 HampaBieHBI B PETHOHATb-
HBIN CIIeNUATU3UPOBAHHBIN «JleTCKUi INMUAHBINA IIeHTp». BrisiB-
JIeHO, 4TO 33% IIKOJIBLHUKOB UMEIOT MOTrpaHUYHBIN ypoBeHb OX
(4,4-5,1 MmMonb/m), 3Ta TpyNIa JeTeill TaKke HaXOAUTCS MOJ Ha-
OJIONICHHIEM CIICIATNCTOB. B Xone aHamm3a ycTaHOBICHO, UTO TH-
MePXOJIECTEPUHEMHUSI BEISBISIIACH Y IET€H HE3aBHCUMO OT OLICH-
K1 Qu3HUecKoro pa3BUTHS: OOJBIIEE YHCIO ATEH C BBISIBICHHOM
runepxonecrepuHeMueii (23,2%) UMesn 0)KUpPEeHNe WITH U30BITOK
Macchl Tella, HO HapyIIeHHsl JTUMUAHOTO 0OMeHa HaOMIoIaIuCh B
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TOM 4YHCIIe ¥ Y JIeTel ¢ HopMabHO# Maccoii Tena (9,1% nereit)
u naxe ¢ e€ nedumurom (7%). Cpenu ocoOeHHOCTEH ceMeitHo-
ro aHaMHe3a JeTell C yCTaHOBJIEHHBIMU JUCIUIUAEMUSIMU 3Ha-
YHUTENILHO Yalle BCTPEYaIUCh YKa3aHUs Ha MHPAPKT MUOKapHa y
POZICTBEHHUKOB BO 2-M IIOKOJIEHUU TI0 CPABHEHUIO C IETbMU 0€3
HapylLICHU! YPOBHEW JTUIHIOB.

Bui6o0wi. IIpoBeneHue nepBoro B peruoHe YHUBEPCAIbHOTO
CKPMHMHIA IIO3BOJIJIO YCTAHOBUTH YaCTOTY BBISBJIECHUS TUIIEp-
xonecrepuHemun y nereit 10 net — 8,9%. [anbueiiniee obcie-
JIOBaHUE AeTel HalpaBieHo Ha AudQepeHnnanbHy0 AMarHoCTu-
Ky IIEPBUYHOTO ¥ BTOPUYHOI'O T'eHe3a TUCIUNuIeMud. Brrsisie-
HUE LEJIEBOU TPYIIIbI U1l KOPPEKLIUHU TUCITUITUIEMUH aKTyalbHO
JUTSL CBOEBPEMEHHOTO Havasia KOMIUIEKCHBIX MPOQHIaKTHYECKHX
MEpOTIPHUATHH IO MPEJOTBPAILCHUIO PAHHETO Pa3BUTHsI OOJIe3HEH
KPOBOOOPAILIEHUS B MOJIOAOM BO3PACTE.

k sk ok

9TUONOIMMMYECKUE ®AKTOPbLI, ONMPEOENAIOLWUE
®OPMUPOBAHUE PA3NNYHbLIX TUMOB
3AOEPXKN BHYTPUYTPOBHOIO PA3BUTUA

Buuyypuna [1.M., MacaeBa P.M., XocpoeBa A.A.

HayuHble pykoBoguTenu: 4OKTOP Men. HaykK
IH. YymakoBa, kaHAa. mea. Hayk E.B. bem

OrbOY BO «CaHkT-INeTepbyprckuii rocyaapCTBEHHbIN
neavaTpuyeckni MeguUnHCKUN yHuBepceuTeT» MuH3aapasa
Poccun, Cankr-lNetepbypr, Poccus

Knouesbie crioga: HOBOPOXOEHHbIE Oemu,; 8HympuympobHoe
pazsumue; hakmopb! pucka

Axmyanornocms. OTHUM U3 PaCIPOCTPaHEHHBIX (HaKTOPOB IO-
CJIe HEIOHOLICHHOCTH SIBIISIETCS 33/IepKKa BHY TPHYTPOOHOTO pa3-
ButHs (3BYP). DroT mporecc HauMHaeTCs 3310510 10 POXKACHUS,
[I03TOMY aHaJIU3 IPUYHUH HEAOCTATOYHOTO MMUTAHUS IJI0a UIMEET
KIMHIYECKOE 3HAYCHHE JUIsl CHIDKEHHS YaCTOTHI HAPYIICHUH pa3-
BUTHS IJIOZIA ¥ HOBOPOXKIEHHOTO.

Llenv: onpenenuTh 3HAYMMBIE 3THONOTHYECKUE (HAKTOPHI B
(dopmupoBanuu pa3nudubix TunoB 3BYP mnona ans npoeneHus
MepCOHU(HULMPOBAHHOTO HAOIOCHHUS B aHTEHATAIBHOM U IOCT-
HaTaJbHOM IEPHOAX.

Mamepuanet u memoowi. IIposenén ananns 1000 uctopwmii paz-
BUTHUS HOBOPOXKAEHHBIX M POJIOB B IIEPUHATAIBHOM LIEHTPE TPETh-
ero ypoBHs. [Ipu aHanu3e UCTOpUI pOIOB ObUIH BBISBICHBI MaTe-
PHMHCKHE U ITarieHTapHble GakTopsl pucka (OP), Biustoniue Ha
nuTaHue wiona. [IpoeneHa oleHka GU3NUECKOro pa3BUTHS HOBO-
POKAEHHBIX HA OCHOBE aHTPOIIOMETPUYECKUX JAHHBIX P POXKIE-
HHUHU U KITMHAYECKOM KapTHHBI B IEPUOJ afanTanuu. B pesynsrare
Obua BhIZIeTeHa rpynmna aeteii ¢ 3BYP miona. [onyuennsie nau-
HbIe 00pabOTaHbI CTATHCTHYECKH C TIOMOIIBIO ITporpaMmbl Excel.

Pesynomamut. Yacrora 3BYP mnona cocrasuna 18,7% ciy-
yae. Ctpykrypa 3BYP no MKB X npezncrasiena cienyommm
obpazom: P05.0 (ManoBecHsIi Juist recTaiioHHOro Bo3pacta (I'B)
wion) — 57,2% cimyqaes, P05.1 (masblii pasmep mioga aist ['B) —
27,3%, P05.2 (HemocTaTouHOCTh MUTaHMS IUToAa Oe3 yKa3aHus Ha
MaJioBeCHe WM Majblid pasmep st I'B) — 15,5% ciryuaes. Pac-
npe/ieieHue HapyleHnH (pU3n4ecKoro pa3BUTHs y JOHOIICHHBIX
JieTeil B 3aBUCHUMOCTH OT CTENEHH 3PEJIOCTU: PAaHHUE JAOHOLICH-
Hble — 23%, UCTHUHHO JOHOIIEHHBIE — 54,5%, mo3aH1e TOHO-
menHble — 22,5% ciyuaeB. Yacrora marepunckux ®@P cocra-
Buia 82,9%, cpean KOTOPHIX YacTO BCTPEYATIHCh I'eCTAl[IOHHbIN
caxapusblii quadet (I'CI) — 19% u nepenecénHble HHPEKLINOH-
Hble 3a00sieBaHus ModyeBbIBOsAIIMX yTer (MBIT) — 17,2% city-

yaeB. Yacrora mianenTapasix OP cocrasuna 18,3%, npeodnana-
IOIIMM cpeny HUX ObuIa mqucdyHKIMs mianeHTsl — 16,6% coiy-
yaeB. Yacrora mionoseix OP cocrasuna 8,5%, npu aToM cpeau
HHUX OBUIM PacIpOCTPaHEHb! BPOXKIEHHBIE IOPOKH PA3BUTUSL —
4,91% cnyuaes.

3axnouenue. Cpeny HOBOPOXKIEHHBIX C 33€PIKKON BHYTpHU-
yTpoOHoro passutus (3BYP) npeobnanarot 1eTu ¢ HU3KO# Maccoit
Tena, 4T0 00yCIOBIEHO BEICOKOM 9acTOTOH ANCQYHKIMH ILIAIIEeH-
THI BO BpeMsI OepeMeHHOCTH. Biusnue Ha pa3Butre quchyHKUUH
IUIALIEHTHI MOTYT OKa3bIBaTh OOHAPY)KEHHbIE HAMH MAaTEPUHCKHE
OP, takue kak I'C/l u MBII. CBoeBpeMeHHas JUarHOCTHKA U Jie-
YeHHe 3THX (POPM MATONOTUH O3BOJSAT 3HAYUTEIEHO YMEHBIIUTD
PHCK 3aJIep>KKH BHYTPHYTPOOHOTO Pa3BUTHS Y JETEH.
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NEPUOOUYECKAA BONE3Hb:
TPYOAHOCTU ANATHOCTUKU

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

Hay4HbIi pykoBoaUTENb: AOKTOP Mef. HaykK
A.B. Bypnyukas

®IrBOY BO «KybaHckuii rocynapCcTBeHHbIN MEANLIMHCKAIA
yHuBepcuteT» Munsgpasa Poccun, KpacHogap, Poccus

Knroyesbie criosa: knuHUYeckul cryqad; nuxopadka;
aymoeocnasneHue; Mymauusi

Axmyanvnocms. CeMeliHasi CpeAN3eMHOMOPCKas TUXOPa-
ka (CCJI) — ayroBocnanuTenbHOE TeHETUYECKH 00YyCIIOBICHHOE
ayTOCOMHO-PEIeCCHBHOE 3a00JIeBaHNe, BEI3BAHHOE MyTaIHeil re-
Ha MEFV. 3aboneBaHue XapaKTepu3yeTcs TMXOPAIKOH, peruiu-
BUPYIOIIUM CEPO3UTOM, aMHJIOUI030M, CYCTaBHBIM CHHIPOMOM,
renaToCcIICHOMeranuei, 60nbio B XKUBOTE U B IPYIHOHN KIETKE,
KOXXHBIMH TIPOSIBIICHUSIMH.

Onucanue kaunuueckoo ciayuas. JleBouka, 17 Jet, moctymmia
B KapIMOPEBMATOJIOTUUECKOE OTJETICHUE IETCKON KPaeBOM OOJTb-
HULIBI C JkaJI00aMH Ha apTpaJTyy, 00U B )KUBOTE, TIEPUOANIECKH
XKUOKUK cTyn. VI3 aHamHe3a 3a00JieBaHNs BBISBICHO: BIIEPBLIC B
Mmae 2021 r. ObIT AMArHOCTUPOBAH I'€MOPPArHUeCKUi BaCKYJIUT,
cMmemanHas (opMa (KOXKHO-CYCTaBHO-a0Z0oMHHaNIbHAas (opMa),
Hojlyyasa relapuH, BblUcaHa ¢ yiydmenueM. Jlo anpens 2022 .
OBLIO HECKOJIBKO PEIMANBOB KOKHOTO CHHAPOMA B BHJIE TeMOppa-
ruyeckol i, B Mae 2022 1. BHOBb OOMITbHASI TeMOpparuiecKast
CBIIIb, N3MEHEHNE 1[BETAa MOYH, KPOoBb B cTyie. [Ipu obcnenosa-
HHUH OBbLJT yCTAaHOBJICH IMarHo3: [ eMopparnyeckuii BaCKyJIHUT, CMe-
maHHas Gopma, cpeaHel TsKecTH, akTuBHas ¢as3a, BOIHOOOpas-
Hoe TedeHHe. KammspoTrokcudeckuit He(hpuT, akTHBHAS CTaJIHS.
XBII cragus C1. 3agepxka pocTa cMemaHHoro redesa. [umep-
Tpuxo3. [y Tepanuu Ha3HaueHb nukIopocdan, mertunpen. Oc-
MOTPEHa SHIOKPHHOIOTOM — PEKOMEHA0BaHA KOHCYNBTAIHS Te-
HeTHKa. bpl10 mpoBeaeHo reHeTHYeckoe 00CIe0BaHNE TTAI[EeHTa
— oOHapy»xeH naroreHHslil BapuanT ¢.2080AG (p.Met694 Val/p.
M694V) B rerepo3uroTHoM cocTossHUU. Ha OCHOBaHMM JaHHBIX
MOJIEKYJSIPHO-TeHETHIECKOTO 00CIIEIOBAHUS 1 KIIMHUYECKON Kap-
THHBI OBUT YCTAHOBJIEH quarHo3: [leprogmdaeckas 601e3Hb BCle-
cTBUe MyTaluu reia MEFV (reTepo3uroTHblil reHoTun p. M694V)
C PEUUINBUPYIOLIMM OOJIEBBIM a0JIOMUHAIILHBIM, TOPAKaJIbHBIM,
CYCTaBHBIM, KOXKHBIM, [IOYEUHBIM CUHJPOMAMU C ayTOCOMHO-pe-
LIECCUBHBIM THUIIOM HaclienoBanus. Hedpomnarus ¢ remarypuei,
MIPOTEHHYpHEH, C coXpaHeHHeM (QyHKIIH IToYeK. bputn Ha3zHaue-
HBbI TIPETHU30JIOH M KONXuIiH. B 2023 1. mpu miaHnoBoM o0cie1o-
BaHUH U OCMOTPE PEBMATOJIOTOM y peOEHKa BBISBICHO OCJIOXKHE-
HHE OCHOBHOTO 3a00J1€BaHMs — aMHUJIOM03 OUEK, KOIXUIMH-Pe-
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3MCTCHTHBIM BAPUAHT, YTO B CBOKO 0YEPE/b ABIACTCS OCHOBAHHEM
JUISL HA3HAYCHHSI TeHHO-WH)KEHEPHOM OMOJIOTMYECKON Teparuu.
MHunuupoBaHo JiedeHnEe KaHAKMHYMaOoM, ¢ XOpOIlIeH MepeHo-
CUMOCTBI0. PeO&HOK ObLT BRITMCAH IS JadbHEHIIIEro HaOmoae-
HUS 110 MECTY JKUTEIIbCTBA.

3akniouenue. JJaHHBIA KIMHAYECKUN TPUMEpP JEMOHCTPH-
pyet 3¢ GeKTUBHOCTD MPUMEHEHUS KaHAKHHYyMa0a y JeTeit ¢ Ts-
JKEITBIM TEUCHUEM MIEPUOMYECKOM O0JIE3HH, PE3UCTEHTHBIM K Te-
panuu KOJIIXUIIUHOM.

POJlb FrEHOB | ®A3bl AETOKCUKALIUN
N HEQOCTATOYHOCTU BUTAMUHA D B
PEANU3ALIUU MULLEBOW ANNEPIUN Y OETEN

Bonuosa O.A.

HayuHbI pykoBOgUTEND:
npodeccop H.I. NpuxoayeHko

®IrbOY BO «TuxookeaHCKWI rocyaapCTBEHHbI MEAULIMHCKUIA
yHuBepcuteT» Munsgpasa Poccun, BnagusocTok, Poccus

Knouesnie criosa: demu; nonumopghusm eeHa CYP3A4;
| gpasa cucmembl demokcukayuu; memabonusm eumamuHa D;
nuwesas annepausi

Axmyanvrocms. Luroxpom 450-3aBUCHMBIE MOHOOKCH/1a3bI
IIUPOKO U3BECTHBI B OCYLIECTBICHNH peakiuii 1-i Ga3pl neTokcu-
kauu, noacemeiictBo CYP3A4 akTHBHO y4acTByeT B METa0ONIN3-
me ButamuHa D. TTocne OTKPBITHS ero IIeHOTPOITHOTO BIHSHUS
Ha UMMYHHYIO CHCTEMY H3y4aeTcs poib BUTaMUHa D B pa3BUTHH
anneprudyeckux Oonesneit. AktuBHocTh hepmerToB CYP450 re-
HETUYECKH JIETCPMUHUPOBaHA, onuMopusm rena CYP3A4 uz-
MeHsAeT 3¢ GEKTUBHOCTh TPAHCKPUIIIUK I'eHa U OOIIyI0 aKTHB-
Hoctb CYP3A4.

L]enw: onpenenuTb B3aUMOCBSA3H MEX1y HOCUTEIILCTBOM I10-
numopusma CYP3A4*1B(-3924>G) rena CYP3A44, merabonus-
MOM BHUTaMuHA D ¥ pa3BUTHEM NHIIEBON aJUIEPTUH Y ACTEH.

Mamepuanv u memoost. [IpoBeIeHO OJHOMOMEHTHOE HC-
cnenoBanue 20 neTeid ¢ ayuieprueit Kk 6ei1KkaM KOPOBbBEro MOJIO-
xa (ABKM) B Bo3pacrte ot 1 10 12 mec (1-1 rpynmna) u 20 ycioB-
HO 3[I0POBBIX JIETEH, COMOCTABUMBIX I10 ITOJy M BO3PAcTy (KOH-
TpPOJbHAs rpyIma). Y BceX eTel B CHBIBOPOTKE KPOBHU OINPEeIIsUTH
putamuH D3 (25(OH)D) meronom ELISA. TTonumopdu3mel reHa
CYP3A44*1B nuzy4anu metonom ITLIP.

Pesynomamul. Bee neti npuHAMaIy NpoQUIaKTHIECKYIO J10-
3y Butamua D (1000 ME) cornacHo HanronasnbHoii nporpamme.
Hamre uccnenoBanue mnokasaio, 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/Mi1), 9YTO COOTBETCTBYET HEOCTATOUHOCTH BH-
tamuHa D. VY netelt KOHTpOIbHOM Ipynmbl ypoBeHb BUTaMHHA D
cocrasui 30,9 ur/mn (Me = 30,9 ur/mn, Q1-Q3: 23,7-34 ur/mn),
4ro B 1,3 pasa NpeBbIIIan0 NOKa3aTeIM OCHOBHON I'PYIIIBL U CO-
OTBETCTBOBAJIO HOPMAJIbHOMY YPOBHIO BuTamuHa D (p < 0,05).
IIpu cpaBHEHWU pacTpene]eHHs TeHOTHUIIOB MOJTUMOP(HU3MOB
CYP3A4*IB (-3924>G) BBISIBICHO YBEIMYCHUE YaCTOTHI BCTPE-
YaeMOCTH MaTonorunyeckoro amiens 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, 4T0 80% nereii ¢ ABKM sBIsiICh HOCUTEISIMH MaTOJIOTrHYe-
ckoro aivtens G, B KOHTPOJIBHO TPyIIe MaToJOTHUSCKHUH ajlieib
6bU1 BIsIBIICH LI Y 20% neteir. Kputepwii o2 ¢ monpaskoii Her-
ca coctaBuia 12,1 (p <0,001). JIns aHanmu3a B3aMMOCBSI3H MEXKTY
COACPKaHUEM BUTAaMHUHA D 1 HOCUTENBCTBOM IATOJIOTMYECKOTO

amnens G rena CYP3A44 6bin onpenenéH ko3hPUIUEHT Koppes-
iy CrimpMeHa, yCTaHOBIIEHA CHIIbHAS, IIPsIMast CBS3b MEXIY HC-
cnenyembiMu nipusHakamu (7 = 0,68; p < 0,05).

3axmouenue. Pa3BuTHE NUILEBOH aJlepruu y AeTel acconu-
MpOBAJIOCH C HapylleHHeM MeTaboin3Ma BUTaMuHa D u HOocH-
TEJIBCTBOM MaToorndeckoro amiens G, B pe3ysprare KOTOporo
cHIkaercs obmas akTuBHOCTE CYP3A44. D10 MOXET OKa3bIBaTh
BIIMSHHE Ha MeTaboamn3M BUTaMKuHa D 1 Ha HapyIieHHe nporec-
coB 1 (a3bl JeTOKCHKAIIH KCEHOOMOTHKOB.

AWHAMUKA NOKA3ATENEN
TPOMBOJJIACTOMETPUN Y HOBOPOXOEHHbIX,
PEANN3OBABLLUX KPOBOTEYEHMUE B NEPBbLIE
72 YACA XXNU3HU

Bonabipesa A.M.2

Hay4Hbie pykoBoAMTENM: N.A. Mopo3zosB',
poueHT O.A. Kpor-MeHceH'?,
npocpeccop O.H. Oerrapes'?

'®IBY «HaumoHanbHbIN MeAULIMHCKUIA UccreaoBaTenbCKuin
LIEHTpP aKyLlepcTBa, MTMHEKONOrMM U NEPUHATONOMMU UMEHHN
akagemuka B.W. Kynakosa», Mocksa, Poccus;

20IAOY BO «lepBbli MOCKOBCKMI rocyaapCTBEHHbIN
MeauLMHCKUA yHuBepcuteT nmeHn .M. CeueHoBa»
MwuH3gpasa Poccum (CeuveHoBckuii yHuBepeuTeT), Mocksa,
Poccus

Knrouesble cnoea: eeMocma3s HO8OPOXOEHHbIX;
2emoppazudeckuli cuHOpom; mpomboanacmomempust

Axmyanvnocme. CTaHIapTHBIE TECTHI, HCTIOIb3YIOLINECS IS
JIMarHOCTUKH HapyIIEHUI CBEPTHIBAIOILEH CUCTEMBI y HOBOPOJXK-
JEHHBIX, HE OTPaxaroT (DYHKIMOHAIBHOE COCTOSHUE FeMOocTa3a
in vivo. IlepCeKTUBHBIM ABJISETCS METOJ POTALIMOHHOMN TPOM-
6osmacromerpur (ROTEM), n03BONSAIONINI OLIEHUTH THHAMUKY
CTyCTKa Ha BCEX 3Talax ero pa3BUTHUSL.

L]ens: onpenenuts B3auMocBsi3u nokaszareneir ROTEM y Ho-
BOPOX/IEHHBIX, PEATM30BABIINX KPOBOTEUEHUs Pa3IMYHON JIOKa-
JIM3alUH, ¢ TeCTalMOHHBIM Bo3pacToM (I'B), mokazarensmu xiu-
HHYECKOTO aHan3a KpoBH, ypoBHeM C-peakruBHoro Oenka (CPB)
Y CPaBHUTH UX €O 3HadeHussMH Koaryinorpammsr (KI').

Mamepuanvr u memoowi. B mpocrieKTUBHOE KOTOPTHOE Ha-
OmromaTenbHOE HUCCIIEAOBAaHUE BKIIOYEHBI 39 HOBOPOXKIEHHBIX
paznuunoro I'B, noctynusmux 8 OPUT 3a nepuox ¢ 02.2022 no
08.2023 rr. 1 peanyu30BaBIIUX KPOBOTEUECHUE B IEPBLIE 3 CYTOK
JKU3HH. B MOMEHT BBISIBIEHUS FeMOPPAarHyecKoro CHHIPOMA BbI-
TIOJTHSUICS] PYTHHHBIH KOMITIEKC 00CIIeI0BaHMS ISl HCKITFOUEHHS
cerncuca: KIIMHNYECKUI aHau3 KpoBH, onpexaenenue yposus CPb.
Taxoke npoBonuncs koHTpois KI' u ROTEM c oneHkoii BHYTpeH-
Hero (INTEM), Buemnero (EXTEM) myTeii cBepThiBanus U QyHK-
LIMOHAIbHOHU akTUBHOCTH (pubpuHorena (FIBTEM).

Pesynomamer. Hamu Obl1a 0OHapyskeHa npsMasi KOppesus
cpenHeit cuutel ['B ¢ mokazaresieM MakCHMaJIBHOTO JIM3HCA CTYCT-
ka (ML) B tectre INTEM (p = 0,009), oTpaxkaroiieM akTHBHOCTb
(dubpunonuza. C Bo3pacranuem ['B yBennuuBasack akTHBHOCTb
¢ubpunonuza. [Tpu ananuse nokaszareneit EXTEM 0bla ycTaHOB-
JIeHa IIpsAMas CBsI3b CpeIHEN CUIIBI YUciIa TPOMOOLIUTOB ¢ MaKCU-
MaibHO# otHocThio crycTka (MCF) (p = 0,001) a Takxke obpar-
Has cBs3b o BpemeHeM (opmuposanust cryctka (CFT) (p <0,001).
AHanorn4Hele MOKa3aTeNy ObUIH MOMYYeHBI IIPU aHalh3e TecTa
INTEM, uTO CBHAETENBCTBYET O BKIAAEC TPOMOOIHUTOB B (op-



Poccwuiickuin negnatpudeckun xypHan. 2024; 27(MNpunoxeHne 2)

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

https://elibrary.ru/ipbzew

V BCEPOCCUNCKM MEOVNATPUYECKMIA ®OPYM CTYAEHTOB M MONOALIX YYEHLIX «BUPTYO3 NMEAMATPUN»

MUpoBaHue cryctka. OOHapykeHa npsMast KOpPesLus CpeaHen
CHWJIBI YHCJIA JICHKOIIMTOB ¢ BpeMeHeM cBepthiBanus (CT) B Tecte
EXTEM (p = 0,005) u yposuei#t CPb ¢ CT (p = 0,044) B INTEM,
4TO MOXET YKa3bIBaThb Ha TCHACHIUIO K 'MIIOKOAryJISAIIUU 10 MEPE
BO3pacTaHUs BOCHAIMTENbHOM peakiy. Taxoke Oblia BbIBICHA
yMEpeHHas IpsAMasi KOppessilys YUCa S3PUTPOLIUTOB U CTEIIEHU
BeipakeHHOCTH ML mo manubmM INTEM (p = 0,005) u EXTEM
(»p =0,016). Y 32/39 nereii no nanubiM KI' HaG1r0Ma1aCh THITOKO-
arynsust, u3 Hux 5 gereit mo ganaeiM ROTEM nmenn Hopmokoa-
IysIuuio (IpYU CPaBHEHUH ¢ pedepeHCHBIMU TOKA3aTENIMH), YTO
B 4 ciydasx IO3BOJIMIO U30€XaTh IEPEIUBAHUS IUIA3MBI.
3axnmiouenue. Meron ROTEM y HOBOpOXIEHHBIX JeTel uMe-
€T 3HaYMMBbIe IpenMyIecTsa. [lonydyeHHble HaMu KOppesiuun Oy-
JIyT UCTIOJIB30BaHbI IPH MTPOBEACHUN CTPATH(HUINPOBAHHOTO HC-
CJIEIOBAHMS 110 ONIPEAEICHHIO peePEHCHBIX 3HAUYCHUH.

k sk ok

XUOKOCTb AJ1A PO3XXUIA KAK YTPO3A
ANA XXU3HU PEBEHKA

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

Orb0OY BO «PsAsaHckuii rocyaapCTBEHHbBIN MELNLMNHCKAA
yHUBepcUTeT MMeHn akagemuka W.11. Nasnosa» MuHsgpasa
Poccuu, PasaHb, Poccus

Knouesbie criosa: kKnuHuveckul cryyqad; demu; XUOKOCMb
0ns1 posxuza; ompasrneHue

Axmyanvrocms. YTIEBOIOPOIBI SIBISIIOTCS] HEPEAKON IPUIH-
HOW OTpaBlIeHUs JeTel B BO3pacTe A0 5 JIEeT, KOTOpoe, Kak mpa-
BUJIO, UMEET ONaronpusTHeIM nporso3. Ha Tsokénble GpopMbl OT-
paBnenuii npuxoaurcs meHee 10% ciryyaeB, 4acToTa J€TaIbHBIX
ucxonos cocrapisieT ot 0,3 no 4,3%. Knmandeckas kapTuHa OT-
paBJIEHUs KHUIKUMHU YIJIEBOJOPOAAMH CKJIA/IbIBAETCS U3 PECIIH-
paTopHO¥, HEBPOJIIOTHUECKON 1 a0JOMHUHAIBHON CHMIITOMATHKH.
OCHOBHYIO OIIaCHOCTb IPEACTABISAET PA3BUTHE ACHIMPALUOHHO-
r0 THEBMOHMTA.

Onucanue knunuveckozo cayuas. Pe6€Hok, 2 ropa, nocry-
AT ¢ )Kato0aMu Ha HaBSI3UMBBIM Kalllesb, yepe3 2 4 Mocie mpo-
IIaThIBaHUA KUJIKOCTH Ui po3xura. IIpu nocrynieHuu B Kiu-
HUKY OTMeYaJICs CyXOH KallleJb U IPOBOJIHBIE XPUIIBI B JIETKUX,
pe6&Hok Obu1 B co3HaHUM. Uepes 3 4 OT NOCTYIUIEHHS yXy/le-
HUE B COCTOSIHUU 3a CUET COIMOpa, AbIXaTeNbHON HEJJ0CTATOYHO-
ctu (JJH), pebprnpHOil muxopanku. PeHTreHOBCKOE 00Ce0Ba-
HUe JETKUX BBISABHJIO JIByCTOPOHHIOI MHOMIbTpanu. [locie
KpaTKOBPEMEHHOMW CTa0MIIN3aluU COCTOSHUS Ha ()OHE aHTHOAK-
TepHaIbHOM, MHPY3MOHHOW U KHCIOPOAOTEPAITUH, C 8-TO JHS OT
MNOCTYIUICHHUS OTpULIATC/IbHAsA JUHAMUKA 3a cuér JINXOpaJAKHu, HE-
crabunpHOi remoauHamuky, JIH. Pe6éHok nepeBenéH Ha McKyc-
cTBeHHYI0 BeHTWwstnuio nérkux (MBJI). Ha 19-it nens Ha peHT-
reHOTpaMMe BBISIBJICHbI JBYCTOPOHHHE 1€CTPYKTUBHBIE H3MEHE-
HUS B HKHHX OTHeNax JErkux. B aHanuse KpoBU BbIpaKEHHBIE
IIPU3HAKHU BOCIAJIEHHS, IOBBIIIEHUE OCTpoda3HbIX OenkoB. Ye-
pe3 24 1Hs KIMHUKa THEBMOTOpPaKca crpasa. [Ipu komnbroTep-
Ho#t Tomorpaduu (KT) rpynHoil kineTkH BbISBICHBI MHOXKECTBEH-
HBbIE NIOJIOCTH C YPOBHEM KHUJKOCTH. B mocnenyromue 3 nHs Ha-
pacTaHue MPU3HAKOB MOJHMOPTaHHON HE0CTaTOYHOCTH, CHHAPOM
JIUCCEMUHHPOBAHHOTO BHYTpUCOCYnUCTOro cBepThiBanus (IBC)
U TIpU HApacTalolleM YTHETEHUU CepJeUHOM AESITEeIbHOCTU Ha
28-ii nens rocnutanuzanuy pedénok norud. IIpu naronoroana-
TOMHUYECKOM UCCIIE0BAaHUU JBYCTOPOHHSISI CyOTOTaIbHAsL aCIU-
PaAlMOHHO-TOKCHYECKasi THEBMOHHUS C MHO)KECTBEHHBIMH OYa-

TaMU THOITHO-HEKPOTHIECKOH NeCTPyKIHH JETKNX, GHOPUHO3-
HO-THOWHBIN MJIEBPUT.

3axmoyenue. Acnvpanys 5KUIAKOCTH JUI PO3KUIa U II0Naza-
HHUE €€ B JETKUE MOKET IPUBOIUTD K TKEIBIM AE€CTPYKTUBHBIM
U3MEHEHUsIM B napeHxume. Oka3aHue IIOMOLIU JIETSAM C OTpaBlle-
HHUEM JKHIKUMH YIIEBOJOPOJAMH HE TOKHO BKIIIOYATh IIPOMBIBA-
HUE >KeJIyKa UL IPEAOTBPaIlEeHHs] BOSHUKHOBEHHS aCIIUPALIUY.
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TAXU-MHOAYUMPOBAHHAA KAPOUOMUONATUA
Y OEBOYKU C NUMOMOW NEPUKAPOA

BypbikuHa 10.C., XXaposa O.I1.

Hayu4HbI pykoBoguUTenb:
npodeccop E.H. BacapruHa

OrAY «HaumoHanbHbIN MEAULIMHCKUIA NCCeq0oBaTENbCKUN
LleHTp 3a0poBba aeten» Munagpasa Poccun, MockBa,
Poccus

Kriroueebie crioga: KnuHuveckul criyyal; nurioma nepukapoa;
npedcepOHasi maxukapousi; apummusi; kKapOuomuonamusi

Axmyanvrocmy. JIumoma meprkapia — OIMyXoJb 3 HHKAICY-
JIMPOBAHHBIX KUPOBBIX KIETOK, MOXKET JIOJITO IIPOTEKaTh OECCHM-
ITOMHO, OZTHAKO I10 Mepe €€ pocTa MOSBISIOTCS Pa3IMYHbIE CHM-
ITOMBI HapylleHus KpoBooOpaiueHus. PemonenupoBanue MHo-
Kapya [0 AWIaTalMOHHOMY (PEHOTUIY MOXKET UMETh NEPBUUYHBIN
XapakTep, a TAKIKE pa3BUBAThCs Ha (POHE Pa3IUIHBIX POPM MaTo-
JOTUH (APUTMUHA, MHOKapIuTa, HIIEMHIH, IIOPOKOB cepaua). s
YTOYHEHHS TeHe3a KapIHOMHUOIIaTHH 1 aJeKBAaTHOTO JICYEHHUS Tpe-
OyeTcs THIATeNbHBIN TUArHOCTHUECKUI TTOHCK.

Onucanue knuHuyeckoeo ciyyas. JleBouka, 12 nert, odcneno-
BaHa I10 MECTY JKUTEJILCTBA C XKaJ00aMH Ha €l1ab0CThb, EXEIHEB-
HYIO PBOTY, OOJIIH B JKUBOTE, UyBCTBO CEpILEOMEHHUs, IIPH OCMO-
Tpe OTMEYAINCh OTEKH BEK W TOJICHEH, O/IbIIIKA B MOKOE, rema-
toMeranus, Taxukapaus 10 180 yu/mun. [pu sxokapanorpaduu
(Ox0KT') BBISBIICHBI pe3Kasi TUIaTalys TOJIOCTEH cepia co CHU-
JKEHHEM COKPaTUTENbHOW CIOCOOHOCTH ¢ (ppakuuer BeiOpoca
(®B) no 15%. Hayara Tepanust XpOHUUECKOH CeplIeuHON Heslo-
crarounoctd (XCH) Ge3 3naunmoro 3¢dexra, B CBI3U C 4eM Je-
BOYKa ObLIa IepeBe/ieHa B Kapauoiornieckoe otaeneHune GIAY
«HMMULII 3n0poBks aereit» Munsapasa Poccuu. [pu obcnenosa-
HHUM YCTAHOBJICHO NOBBIILICHHE KOHICHTPAIMH HATpUHypeTHYe-
ckoro nentuga (NTproBNP) B kpoBu no 2300 nr/mi, npu siek-
Tpokapauorpaduu (OKI') BbIsABIEHA 3KTONMYECKAs HUXKHEIPE]-
cepaHas Taxukapaus 10 160—180 yn/mun, npu OxoKI BEIIBICHO
THIIEPIXOTEeHHOE 00pa3oBaHMe Mepukapaa 10 16 MM, i onpe-
JIeTIeHUs] XapaKkTepa KOTOPOTrO BEHIITOJTHEHA MarHUTHO-PE30HAHC-
Hast Tomorpadust (MPT) cepaua, mpu KOTOPO#t onpe/eneHa JIUIo-
Ma HWKHEN TIOBEPXHOCTH cepAua pasmMepamu 92 X 38 x 42 mm ¢
UCTOHYEHHEM NPUIISKAIIUX OTAEIOB MUOKapa 000X KeITya0u-
KOB J10 1-2 MM 0e3 pU3HAKOB 3J10Ka4€CTBEHHOr0 pocTa. boib-
HOH OBUT HA3HAYEH aHTHAPUTMHUK aMHOJapOH, HadaTa npoduIaK-
THKa TPOMOO0OOpa30BaHUs, CKOPPEKTHPOBAHA METUKAMEHTO3HAs
tepanus XCH, Ha ¢oHe yero oTMeueHa yMepeHHas MOJIOKUTEIb-
Has IMHAMUKa KIMHUYECKU B BUJIE KynuposaHus seiaeHuid XCH,
OJIHAaKO coxpaHsyach Taxukapaus 10 130 yn/muH. JleBouka Oblia
nepeseaena 8 HMUIL CCX um. A H. bakynea, rae Obl10 IpoBe-
JICHO DTAIIHOE XUPYPTrHYECKOe JICYCHHE B 00bEME YaCTHIHON pe-
3eKIIMU HOBOOOPa30BaHMS U a0JSIIIUK 0YaroB apuTMHH, Ha (oHe
Yero yaajaoch JOOUThCs KyNUPOBaHUS HapyLIEHUH puTMa cepaua.

3axnouenue. IlepBUYHBIE OIYXOIH CEPALIA BCTPEUYAIOTCS Pel-
ko ¢ gactoroi 110 0,17%, u3 Hux 18% cocTaBisIOT JIUITOMBI. 3a-
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OoneBaHue IIUTENHHO MPOTEKAeT OECCHMIITOMHO, IO MEpe PocTa
00pa30BaHUs BO3MOXHO BO3HHUKHOBEHHE apUTMUHL, BBIIIOTA B TIO-
JIOCTh IEpUKap/a, SMOOIHNA. Y TOYHEHHE STHOJIOTHH PEMOJICITHPO-
BaHWs MHUOKap/Ja Ba)XHO JJIs ONIPEACIICHUSA BCpHOf/’I TAaKTHUKU BEAC-
HUS 1 BO MHOTOM OIIpE/IeNIsieT IPOTHO3 3a001eBaHUs

AOHO30JIOMMYECKUX NOAXOA K OLIEHKE
COCTOAHNA 300POBbA LLUKOJNIbHUKOB

BbiuaHeB A.A.

Hay4HbI pykoBoguUTenb:
npodreccop B.A. be3kapaBalHbIN

®IrBOY BO «JlyraHckuin rocygapCTBEHHbIV MEOULIMHCKIN
yHuBepcuteT umenun Ceatoro Jlykn» MuHsgpasa Poccuu,
JlyraHck, Poccus

Knrouesnie criosa: obydaroujuecs; adanmauyuoHHbIl
rnomeHuyuars; 2apMOHUYHOCMb pasgumusi

AxmyanvrHocms. CtabuiIbHBIA pOCT 3a00J€BaHUI OTIOpP-
HO-J[BUTATEJILHOTO alllapara y IIKOJIbHUKOB ONpeessieT HeoO-
XOJMMOCTH Pa3padOTKH HOBBIX MOAXOJ0B K COXPaHEHUIO U YKpe-
TUIEHHIO 310POBBSI 00YJAIOIIIXCSI.

L]ens: mpoBeCTH JOHO30JIOTUYECKUN KOHTPOJIb COMAaTHYECKO-
IO 3/10POBbS JIETeH B TeUeHHE y4eOHOT0 Iofla, ONPENEIUTh TapMo-
HUYHOCTB pa3BuTHs (I'P) M aKTUBHOCTB PETYISTOPHBIX CHCTEM Op-
raHu3Ma peOEHKa.

Mamepuanvt u memoowi. O6cnenoBanbl 130 NIKOJIBHUKOB:
73 (56%) mansunka u 57 (44%) neBodek B Bo3pacTe 7—8 JeT.
OmueHka aHTPONOMETPUYECKUX JAAHHBIX MPOBOAMIIACH 11O WHIICK-
caM KCTJ'[G, HU3MCHCHUS aKTUBHOCTHU PETYJIATOPHBIX CUCTEM IIPO-
IPaMMHO-AIIapaTHBIM KOMILIEKCOM «310POBbE-3KCIIPECC), OCAH-
Ka OLIeHHBAaJIach IIPU OCMOTpE peOEHKa.

Pezynvmamur. Tlpn aHanmmuze BapuabebHOCTH CEPACIHOTO PHT-
Ma OBIIO BBISIBIIEHO, YTO Y MAJIBYMKOB UCTOIIEHHE PErYIATOPHBIX
cucteM Habmonaercst B 27% cily4aeB, COCTOSIHUE HEYOBIETBO-
putenbHoil anantauun (CHA) — B 42%, dyHKIMOHANIBHOE Ha-
npspxenue cucreM (PHC) BersiBieno B 31% ciyuaes. Cpenu nie-
BOYEK HCTOIIEHHE PETryTOPHBIX CHCTEM ObLIO BBIABIECHO B 14%
ciyuaeB, CHA — y 52%, ®HC — y 34%. Y Mans4ukoB B BO3-
pacte 7 net BeIsiBIeHO Oosbire cmydaeB CHA (48%), a B Bo3-
pacre 8 ner — ®HC (40%). YV neBouex B 7 u 8 net npeobnana-
1 nokaszarenn CHA (56 u 50% cooTBeTCTBEHHO). Y MaJbuMKOB
B Bo3pacte 7 yiet ['P Obui0 BoIsBIIEHO B 42% cityyaeB, AUCTapMO-
HuuHoe pazsutue (JAI'P) 3a cuér mepununra maccel tena (MT) —
B 3%, [AI'P 3a cuét nz6srtka MT — B 6% ciy4aeB. Y MaJB4MKOB
B Bo3pacrte 8§ ner I'P mabmronanocek B 38% ciryqaes, JII'P 3a cuér
nepuuuta MT — B 3%, AT'P 3a cuér u3dsitka MT — B 15%.
V¥ nesouek 7 net I'P ormeuaercs y 44%, TP 3a cuér nedunu-
ta 1 u30b1TKa MT — 1o 4%, y neBouek 8 net I'P nHabmrogaercs y
28%, JI'P 3a cuér nedpunura MT —y 3%, AI'P 3a cuér u30bITKA
MT — y 14%. Hapymienust ocanku ObUTH BBISIBICHBI Y 32% 00y-
qaromuxcst (y MansankoB — 29%, y neBouek — 35%): gamie BbI-
apistercs y 7-netHux ManpaukoB npu PHC — 16% u npu UMT
4 (T'P c oTcraBaHHEM BO3PACTHBIX HOPMAaTuBOB) — 12%, y 8-1eT-
nux npy ®HC — 15% u npu UMT 4 — 8%. ¥V neBouek 7 jieT Ha-
py1eHus ocanku yamie Berpedatorcs npu ®HC — B 20% u npu
UMT 5 (I'P) — 24%, y 8-netaux npu PHC — 16% u yvaie npu
UMT 4 — 9% cayuaes.

3axnouenue. Bee oOydaromue HaXOIsATCs B COCTOSHUM Ha-
NpsOKEHUST afanTallMOHHBIX CHJI PacTyllero opraHusma. bomis-
LIMHCTBO JIETeH UMEEeT FApPMOHUYHOE PA3BUTHE, COOTBETCTBYIOLIEE

BO3pacTy, AUCTAPMOHUYHOE — YCTAHOBIICHO y AeTel ¢ H30BITOY-
HOM Maccoil Tena. Hapymienus ocanku BbLsBIeHbI y 32% nerteit.
BrisBneHa 3HauMMast KOppessiius MKy HapyLIIeHUSIMU OCaHKH
Y MCTOUICHUEM aalTallMOHHOTO TIOTCHIMAIA.
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CUHAOPOM NXKEPBENNA-NAHIE-HUINbCEHA
Y PEGEHKA 8 JNIET

BanuxmeTtoBa [1.B.

HayuHbIn pykoBoauTensb:
npodeccop A.B. ly6oBas

Prb0OY BO «[loHeLkuin rocyaapCTBEHHbIN MEAULIMHCKIN
yHuBepcuteT nmenn M. lNopbkoro» MuHsgpasa Poccun,
[oHeuk, Poccusa

Kntouesble criosa: KnuHu4deckul crydad,; 0emu; CUHOpPoOM
Lbkepeenna—/laHee—HunbceHa; sHe3arHasi cepOeyHasi
cmepmb,; uHmepsan QT

Axmyanvrnocms. Cunnpom xepseria—Jlanre—Hunbcena sB-
JIieTcs OIHUM M3 CaMbIX PEIKHUX U B TO K€ BPeMs TSKEIBIX TH-
moB cuHApoma ymnuHEHHOTO QT-MHTepBana. Hecmotps Ha pen-
KYyI0 BCTPEYaeMOCTb, 3TOT CHHIPOM SIBJIIETCS OHOM U3 BEAYIINX
NPUYMH BHE3AIHON CEpAEUHON CMEPTHU Yy AETEH.

Onucarue KiuHuYecko2o cyuas. PeOEHOK OCTYyNHII € kKaJlo-
6aMu MaTepy Ha MIPUCTYIIbI IOTEPU CO3HAHUS, SU30AUUECKH OT-
MeuaJICs CyAOPOKHBIN CHUHIPOM, OTCYTCTBHE CITyXa.

[Ipuctymer peructpupoBanu B Bo3pacte oT 3,5 10 5,5 ner.
Bo Bpems mapokcusma peOEHOK «0OMSKay, JIeXKal ¢ «OCTaHO-
BUBIINMCS B3IIAA0OM», 3aTEM MOABJIAIINCH MbILICYHAsA APOXKb UJIU
JpoxxaHue noadopoaka. Heckobko NpUCTYIIOB COIPOBOXIATUCD
KJIOHUKO-TOHUYECKUMU CyAOPOraMy, IPOAOIDKUTEIBHOCTBIO 110 1—
2 muH. [IpucTtyms! npoBOIMPOBATUCEH ICUXO3MOLIMOHAIIBHBIM BO3-
Oy)XIeHHEM, He COTTPOBOKIAIICH HETIPOU3BOJIBHBIM MOYEHCITYCKa-
HHeM, Jedekanuei, NpuKycoM s3b1ka. HeBpomorom ObIT yCTaHOB-
JIeH JUarHo3: CUMIITOMaTH4eCKasl SMUICTICHsL, CPEAHEH YacTOThI
nonuMop(hHbIE TAPOKCU3MBIL.

C 3-netHero Bo3pacTa MaMa CTajla OTMEUaTh CHIDKECHUE CIIy-
xa y pedénka. [locie ocMOTpa CypIoIOroM BBISIBICHA TYTOY-
xocTh II-1II crenenn. B mapre 2023 1. npu ananuze DKI' oOHa-
pyxeHa cunycoBasi apurmus (UCC 75-105 yn/mMuH) U yniuHe-
e QT no 0,472 c.

Jlnst yTouHeHus: quarHo3a peOEHOK ObLT HAIIpaBIIeH B OT/ENe-
HuYe ieTckol kapauonoruu u kapauoxupypruv MHBX um. B.K. T'y-
caka. OOBEKTUBHO: aKTUBHAs, TIOIBIDKHAS B UTPax ¢ AeTbMu. Hocur
ciryxoBoii anmapar. Ha oOpaiiéHnyro K Hell peub He pearipyer, Ho
JIETKO OTBEYAET JICHCTBUEM, €CIIM BUAUT MAMUHO JIULIO U TOJCKa3Ky
xecrami. [lpIxarenbHast apuTMus, B V TOUKE ayCKyJIbTallUuu cepaia
BBICITYIIIIBAETCS] KOPOTKUIl CUCTONUYECKUIL Iy M.

IIpu cranpaprHoil OKI" peructpupyercs anureabHocts OQTc
0,472-0,485 c. Ilpu cyrounom morutopuposanun DKI" UCC B Te-
YeHHUE CYTOK B TpeJieax Bo3pacTHOW HOpMBL. CHHYCOBBIA PUTM.
Cpennuii koppurupoBaHHbIii nHTepBan Q7 3a cyTku cBbiie 470 Mc
(79% Bpemenn). Cpenuuii koppurupoBanHbii OQ7— 476 Mc, BO
BpeMst cHa — 480 Mc, MaKCUMalIbHbINA KOPpUrUpoBaHHbI QT —
540 Mc. YBenuueHue KOppUrupoBaHHOIo untepsana Q7 npu cTaH-
naptHoit OKI' 1 mpu CyTOYHOM MOHUTOPUPOBAHUH, MPUCTYTIBI
MIOTEPH CO3HAHUSI, TIPOBOLHPYEMBIE SMOLMOHATEHBIMH BO30YXK-
JieHneM, OBICTpOe BOCCTAHOBJIEHHE CO3HAHMS, OTCYTCTBUE COHJIU-
BOCTH B HOCHGle/ICTyHHblﬁ NepHUOa, OTCYTCTBHUEC HETIPOMU3BOJIbHBIX
MOUEHCIIyCKaHUH, fedeKxanuy, IpUKyca S3blka; HeHpoCeHCOpHast
Tyroyxocts II-III creneHn mo3BONAIOT NPEANIONOKUTE TUATHO3:
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cunapom JIxepsemta—Jlanre-Hunbcena (CHHAPOM yUTHHEHHOTO
unTepBana QT, IepBUUHBIN, CHHKOTIANIbHAS (hOpMa, BPOXKACHHAS
HeitpoceHncopHas Tyroyxocts [I-1I1 crenenn). [Tocie ycranosie-
HUS IMarHo3a B Teparuio ObL1 BKIIOYEH MPOMNpPaHoIon no 15 mr
4 pa3a B nieHb noj koHTposieM camouyBcTBus, YCC u AJl, kanus
W MarHus acrapariHar. PEeKOMeH10BaHO MOJIEKYJISIpHO-TCHETHYE-
cKoe oOcnenoBaHre peOEHKa, HCKITIOYeHIE CHHAPOMA YIUTHHEHHO-
ro uaTepBana Q7 y MaTepy U cTapIiel CeCTPHI.

3axnouenue. Jleranbupiii ananu3 OKI' ¢ onpenenenuem uH-
tepBasia QT u koppuruposaHaoro Q7, TIATENHO COOPAaHHbIH aHa-
MHE3 U IMHAMUKA KIMHUYECKOH CUMIITOMATHKY TTO3BOJISIIOT CBOE-
BPEMEHHO TMarHOCTUPOBaTh cUHIpoM Jlxepseria—lanre—Huib-
CEeHA U Ha3HAYUTB JISUCHHUE JUIS TIPSy IPERKICHHUS €T0 OCIOKHEHHH.
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OOHOCTOPOHHAA OPTAINIbMOMNATUA HA ®OHE
ANDDY3HOIMO TOKCUYECKOIO 30BA
Y BOJIbHOW

Bapnamosa A.4.

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

PrBOY BO «[leTpo3aBoackuii rocyaapCTBEHHbIN
yHuBepcuteT» MuHobpHaykm Poccuu, MNeTposasoack, Poccus

Knouesnbie criosa: knuHu4eckul cryydad; dughgpy3Hbili
mokcudeckuli 306, aymoummyHHasi ogpmarnbmonamusi;
0O0HOCMOPOHHUU 3K30bmarnbm

Axmyanvuocmy. AyrommmyHHas opramsmonarus (AO) B 80%
CITy4aeB pa3BUBACTCS PU GOPMUPOBaHNH TUP(PY3HOTO TOKCHIECKO-
ro 300a (JIT3), mpu 3TOM OTHOCTOPOHHHMH IK30()TAIbM BCTPEUACTCSE
JIOCTATOYHO PEIKO, YTO 3aTPYIHSET CBOCBPEMEHHYIO THarHOCTHKY.

Onucanue knunuyeckoeo ciyuas. Ilanuentka B., 11 ner, nocty-
IIHJIa [0 CPOYHBIM MOKAa3aHUSM B OT/IENICHHE C )KaJI00aMH Ha 3K30-
(TanbM creBa B TeueHHe 4 MeC, TyBCTBO MECKA B TIa3aX, YIaIEHHOES
cepaueOueHune, IErkuii TpeMOop KUCTEH, JTUTENbHBII cyO(peOpHInTeT,
OBICTPYIO YTOMIISIEMOCTD. JlaHHBIE 'Kajlo0Bl OTMEYAINCh B TEUCHUE
nocneaaux 6 mec. [lpu ocMoTpe 0 TanbMOIOroM ObUTH BBISIBICHBI
Cra3M aKKOMOJIAIMH, aHTHOTIATHS COCYIIOB IIa3HOTO JIHA, YACTUYHBIN
IITO3 BEPXHEr0 BeKa MpaBoro mia3a. HasnadeHa teparnus snuHedpu-
HOM 2,5%, 6e3 addekra. Uepes 1 Mec 1eBoUKa OCMOTpEHA SHIOKPHU-
HOJIOTOM: JICBOCTOPOHHHI 3K30()TasIbM HESICHOTO TeHe3a. Bhimor-
HEH aHaJIN3 COASP)KaHHUs TOPMOHOB B KPOBH: THPEOTPOIHBIHA rop-
moH (TTT) 0,02 MME/n, antutena k Tupeonepokcuase 61,6 EJl/m,
c8T4 13,4 nmons/n. ITpu MarHUTHO-PE30HAHCHOU TOMorpaduu
(MPT) romnoBHOro Mo3ra: yBelIW4eHHe pa3MepoB ruropusa, Heom-
HOPOITHOCTB €r0 CTPYKTYphI. bblTa HanpasiieHa Ha KOHCYIBTAINIO H
10 CPOYHBIM TTOKa3aHMsIM TOCTIMTan3upoBana B LleHTp gerckoit HH-
JIOKPHHOJIOTHH € IMarHO30M: THPEOTOKCHKO3 HEYTOUHEHHBIN. Ane-
Homa runodusa (?). HaciencTBeHHOCTh: y MatepH y3710Boi 300.

B crammonape BoIsiBiieH CyOKIMHIYECKHH THpeoTokcuko3 (TTT
0,0087 MME/mn, ¢c8T4 11,9 nmonb/i1), MOBBIIIIEHHE aHTUTEIN K pe-
nentopam TTI — 6,5 ME/n. IIpu ynsTpa3sByKOBOM HCCIICIOBAaHUH
IIUTOBUTHOM Kene3bl: Auddy3HbIe N3MEHEHNS TAPEHXUMBI, Y3l
npaoii onu (THIRADS 2-3). ITpu MPT ronoBxoro mo3sra u MPT
peTpoOyiB0apHOii KIIeT4aTKu OpOUT MATONOrUH HE BBISIBICHO. TOHKO-
UTOJbHAs MyHKIHS IIIUTOBUIHOM JKene3bl BBISBIIIA y3710BoH 300. I1a-
[MEHTKE OBLT MOCTABICH AUAarHO3: AU(yY3HBINH TOKCHIECKUiA 300,
9K30()Ta]IbM JICBOCTOPOHHUH HEyTOUHEHHBIA. Ha3HaueHa Teparust
tumaszosioM 10 mr/cyt. Uepes 1 Mec npu KOHTPOJILHOM 00CIIeIoBa-
HHUY OTMEYEHO 3HAYUTETBHOE YITYqIICHIH B COCTOSIHIMN HAIIeHTKH,
YMEHBILICHHE SK30()TAIbMa, HOPMAIIM3AIUS TUPEOHTHOTO TIPOQHUIIS.

3axmouenue. C yu€ToM coxpaHeHHs O(PTaIbMOIATHH ITPOBE-
JICHO TIOBTOPHOE KOHTPOJIFHOE 00CIIeA0BaHNE B CTAalMOHApE Ye-
pe3 2 Mec OoT Hayana TUpeocTaruyeckor Tepanuu. Knuandeckun
OTMeUeH perpecc sk3odranbma. Jx3odraasmomerpust: OD = 20,
OS = 22. IIpu MPT op6uT NaTonoru4eckux U3MEHEHUN He BbI-
SIBJICHO. YUHTHIBAs ITOJOXHUTEIBHYIO THHAMUKY B T€UeHHE O-
TaJbMOIIaTHH, OT TEPAITUHU [ITFOKOKOPTHKOCTEPOUIAMH PEIICHO
Bo3zepKarbes. 110 TaHHBIM KIMHUYECKOTO 00CIIeOBaHUS ObLI
MOCTaBJICH OKOHYATeJbHbIN auarno3: AT3. AyroummyHHas od-
TaJIbMOIIaTUsL OAHOCTOPOHHSIA.

M3MEHEHUA B METABOJIOME MO4M
NP OBCTPYKTUBHDBIX YPOMATUAX

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

'®rAQY BO «[lepBbit MockoBCKkUiA rocyAapCTBEHHBIN
MeauUUHCKuiA yHusepceuteT nmeHn N.M. CeveHosa»
MuH3anpasa Poccun (CeyeHoBckuin yHuBepcuTeT), Mockea,
Poccus;

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

Knrouesnie crioga: memabornom mo4yu; demckasi yporoausi

Axmyanvrocms. OIHON U3 TIIABHBIX MPOOJIEM B IETCKOH ypo-
JIOTUU SABJIACTCA paHHAA JUAarHOCTHUKA Pas3jIMYHbIX (i)OpM 1aToJIO-
T'MH, KOIZIa TaTOJIOrHYecKuil mpouece eme ooparumM. AHanu3 uzMe-
HeHHH MeTa00I0Ma MOYM MOXKET MIO3BOJIUTh YCTAHOBUTH JIMAarHO3
JlaXke TOoTIa, KOTja Ipyrie METOIbI AUATHOCTHKH emé OTPa)karoT
BO3PACTHYIO HOPMY U KJIMHHKO-JIa00paToOpHbIE MPOSBICHUS OTCYT-
CTBYIOT, & IATOJIOTMUECKHUH IPOIIECC YrKe 3alyILeH.

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

Mamepuanvl u memoosi. IIpoBenéx 3a060p 06pa3LoB MOYU Y
22 nmereii, cpeHUIA BO3pacT KOTOPBIX coctaBmi 5,4 + 3,1 rona. Ila-
LUEHTHI OBLIH paciipe/iesieHbl Ha 2 rpymisl: 1-1 rpynma (n=11) —
C My3bIPHO-MOYETOYHHUKOBBIM peuTtoKkcoM; 2-51 rpymma (n = 11) —
0e3 ypornoruueckoii naronoruu. MccnenoBanue MmeradoaomMa MOYH
IPOBOJMIOCH B JIaA0OPATOPUH MOJIEKY/ISIPHOTO MOJEIUPOBAHUS U
XUMUH IPUPOIHBIX coearHeHnii HayyHo-TexXHOMornyeckoro mnap-
Ka OMOMEIMIIMHBI METOIOM Ta30BOI XpoMaTorpaduu ¢ Macc-CIieK-
TPOMETPHYECKHUM JIETEKTHPOBAHHEM.

Pesynomamer. [Ins ananu3za ucnonb3oBanu 23 mapkepa. [Ipu
W30JINPOBAHHOM CPAaBHEHWU 3HAUYCHUH COACpKAHHS MapKepOB
GouibIlas YacTh COCAMHEHUI HE MO3BOJISUIA PA3JEIATh IPYIIIIbL.
B nanpHeiimem ObIIO BBIJENCHO /1Ba COSAMHEHHS C KPUTEPUAMHU
paznuunii (p < 0,01) — Guc-(2-metunnponun)-3¢up-1,2-6eH3oi-
JIMKapOOHOBOI KUCIIOTHI M TeKcanekaH. [Ipu mocTpoeHun MHOTO-
napaMeTpuIeckoil MeTaboIOMHOM MOZENTH TPYIIIBI YAAIOCH PO-
BCCTHU KJIaCTCpHU3aLUIO IO NEPBLIM JABYM KOMIIOHEHTaM C CCJICK-
TUBHOCTBIO U UYBCTBUTEIbHOCTHIO 81%. Hanbonpmuii Bkaag B
TIepBbIe JIBa KOMIIOHEHTA BHOCHJIM I'eKCaZieKaH U OeH3alIbAeTu]l.
JlaHHBIE MapKepbl IOKa3bIBAIOT, YTO B IOUEYHON MAPEHXUME MTPH-
CYTCTBYET MaToJIoTHuecKuii mporecc. [lpu s3ToM ypoBHHU Kpea-
THHUHA B KPOBHU OBUIM B HOpME y ALMEHTOB B 00EUX TpyMIIax.

3aknouenue. AHam3 METabOJIOMa MOYM — OJIMH M3 BAXKHBIX
JMarHOCTHYECKHUX METOJIOB, KOTOPBIH MOJKET O3BOJIUTH JUArHOCTH-
POBaTh YPOJIOTUYECKYIO HATONOTHIO eIE JI0 MOSABICHUS KIIMHAYe-
CKOW CUMIITOMATHKH ¥ U3MEHEHUH YpOBHEW KpeaTHHUHA B KPOBH.

& ok %



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»

noaxoabl K NPOSUNAKTUKE, ANATHOCTUKE

M NEYEHMIO IGE-ONOCPENOBAHHOW NMULLEBOW
ANNEPrUY Y OETEW: O630P COBPEMEHHbIX
MEXOYHAPOOHbLIX AOKYMEHTOB

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

®IAQY BO «[epBbit MOCKOBCKUI roCyAapCTBEHHbIN
MeauuuHCKuiA yHusepceuteT nmenn .M. CeveHoBa»
MuH3anpaBa Poccumn (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus

Knroyesbie criosa: nuwiesasi annepausi; duazHoCmMuka;
npocbunakmuka,; 0emu; riedeHue

Axmyanvrocms. Iluinesas aqueprus 1 ynpasieHHe ajuiepre-
HAaMHU SIBJISIOTCS IOOAIBHBIMH TIPOOJIeMaMK OOIIECTBEHHOTO 3/1pa-
BoOoXxpaHeHHs. 3a nocnenHue 10 et B 001acT U3ydYeHUs MHIIe-
Boii ainepruu (ITA) mpousonuty 3HaYUTENbHbIC U3MEHEHUS], Ola-
rofaps KOTOPbIM IOMEHSUIUCh TOAXOAbI K JUaTHOCTUKE, JICYEHHIO
u npodunaxruke IgE-onocpenosannoii I1A.

Llenv: MpOBECTH aHANN3 IAHHBIX U 0000IIUTH HHPOPMALIUIO
0 IMarHOCTHKE, JIeueHU! U npodunakTuke [TA.

Mamepuanet u memoowl. DnexTpoHHbIi nouck PubMed, 6a3a
JAHHBIX cucTeMarndecknx 003opoB Cochrane, rmyouHoii 10 ner.

Pesynomamut. Jnarno3 ITA ocHOBaH Ha KIIMHUYECKOH UCTOPUU
U JI0Ka3aTelbCTBaxX crenuduueckoro A auiepreHa IgE, akTuBHO
BHEIPSTIOTCS] HOBBIE TECTBI, HATIPABJICHHBIE Ha OTpeiesIeHue (DyHKIH-
OHAJILHOM aKTHBHOCTH 3(P()EKTOPHBIX KIIETOK. 30JI0TOH CTaHAApT —
THUIIEBast MPOBOKAIIMOHHAS IPOOa — OCTAETCSI HEAOCTYITHOH JUTS BbI-
nonsenus B Poccun. He cymectsyer tepanuu ITA, u3beranue an-
JIEPTEHOB SBIISIETCSI OCHOBOM JIEUEHMS, [P ITOM B HACTOSIILIEE BpeMsI
TECTUPYIOTCA UIMMYHOTepanus 1 Ouonorudeckue npenaparsl. [Ipo-
M30IIEN 3HAYUTENBHBII IEPEX0 B CTpaTerny NpodIakTiky [1A o
n30eraHust K POaKTHBHOMY BBEIICHHIO AJUIEPIeHOB.

3axnouenue. 3a mocneTHUE HECKOIBKO JIET OBUIO JOCTUTHY-
TO MHOTO BIEYATIISIOLIUX JOCTIDKEHUH B 001acTH IPOdUIaKTH-
Ku, fuarHoctuku u nedenus ITA. Ilpodunakruka ITA HanpasieHa
Ha OpelynpeKaAcHIe CeHCUOUIU3aluY U IpeaynIpexeHus 3a00-
JIeBaHUS NPH HAJIUYMK CeHcHOuIu3anuu. brarogaps nMeromumm-
Csl BApMaHTaM Tepaluu U TeM, KOTOPbIE HaXOAATCS B CTalUH pas-
paboTKH, B HacTOsIIEE BPEeMsI CYLIECTBYIOT aJIETEPHATHBEI TOMY,
Kak ceMbs MOXeT cripaBuThes ¢ ITA. Tem He MeHee HECMOTps Ha
HAMEIOLINECs JOCTIKEHHS. U HAaJIMYUe UHHOBAIIMOHHBIX JUArHO-
CTUYECKUX M TEPAEBTUUECKUX UHCTPYMEHTOB, 1eueHue ITA Bcé
ené aKTyaJlbHO.

& ok ok

OnbIT NPUMEHEHUA KOMMJIEKCHON
PEMUHEPATU3YIOLWEW TEPANUK
NOCNE OPTOOOHTUYECKOIO 3TAMNA JIEMEHUA

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

YO «Butebckuin rocyaapcTeeHHbI opaeHa Opyx6bl Hapoaos
MEAVLMHCKUIA YHUBepcuTeT», Butebek, Pecnybnuvka
Benapycb

Knroyesnie criosa: knuHuYeckul crydad; demu;
peMuHepanusyruwas mepanus; kapuec amanu; demckasl
cmomamoroausi

Axmyanvrnocms. OpTOLOHTHYECKOE JICUCHNE — 3TO JUIUTENb-
HBIH IIpOLECC, KOTOPBII CBs3aH C NOCTOSHHBIM MPUCYTCTBUEM

KOHCTPYKLUH OPTOIOHTHYECKOTO allapara B POTOBOI MOJIOCTH Y
6onbHOTO. Kareropust marueHToB, IPOXOSIIas OPTOAOHTHIECKOE
JiedeHe, OTHOCUTCS K TPYIIIE PUCKA II0 BOSHUKHOBEHHUIO KapHe-
ca. HpI/I 9TOM OTMECYCHO 3HAYUTCIIbHOC BJIMAHUC HOHOB KaJlblMs,
(TOPUIOB U MarHus Ha KPUCTAJUIMUECKYIO PELIETKY 3Malu 3y00B.
Hcnonb3oBanue GTOPHIOB NPUBOIHUT K 0OPa30BAHUIO HA TIOBEPX-
HOCTH 3Mallil 3aI[UTHOTO CJIOSI (PTOpHIA KAJIBIIKS, YTO MO3BOJIS-
€T MpHJAaTh 3yOHOH AMaH OOJBIIYI0 KHCIOTOPE3UCTEHTHOCTb.

Onucanue kaunuyeckozo ciydas. O0cnenoBaH O0JIbHON B BO3-
pacte 17 nert, 3aKOHUUBIINN OPTOAOHTUYECKOE JIEUEHUE C UCIIONb-
30BaHNEM HECHhEMHON TEXHHKHU B 00JIACTH TOJIBKO BEPXHEH YeIo-
ctr. OpTOJOHTHYECKOE JiedeHue mmtock 1 ronq u 8 mec. Ipu oc-
MOTpe OBLIO BBISIBICHO 23 MEJOBHAHBIX IISITHA Ha BECTHOYIISIPHOM
MMOBEPXHOCTH 3yOOB BepxHei uentoctu quamerpom 0,1-0,5 mm.
B o6nacty 3 MenoOBUAHBIX NMATEH OBUIM OTMEUEHBI OBEPXHOCT-
Hble 1e(eKTh B IIpeieax 3MaleBoi TkaHu 3y0a (Kapuec moBepx-
HocTHbIN). [Ipu 06cnenoBannu 60IbHOTO (PUKCHPOBAIUCH CIIEY-
IOIIHE KIMHAIECKAE MHACKCHI: YIPOIEHHbBIH HHIESKC TUTHEHBI T10-
nmoctu pra (OHI-S), ruaruBaneueli naaekc (Gl), KOMITTEKCHBIHA
nepuononTaibHblil nHAeKe (KIIN), nHIeKC HHTEHCUBHOCTH Ka-
pueca o Knuarmany—Ilopry (KITY). Jlns gonomHuTesHOM qua-
THOCTHKH HCITIOJIb30BATIN TEPMOTECT U TECT IMAJICBOM PE3UCTEHT-
HoctH (TOP-tect). IIpu sTom nepeuunsblii OHI-S nanuenra co-
CTaBWI 2,3, 9TO yKa3bIBaeT HA HEYJOBJICTBOPUTEIBHBIH YPOBEHD
rurressl. [Tocie mpoBeneHus psiga MOTHBAIIMOHHBIX Oecel 1 OCy-
IIECTBIICHUS KOMIUIEKCHOM peMUHEpaIn3yonell Tepanuy Hary-
enty ero OHI-S cocrasui 0,5, 9T0 COOTBETCTBOBAJIO XOPOILIEMY
YPOBHIO THI'MEHbI POTOBOI IOJIOCTH, HO TPeOOBaIO MEPOIPUATHI
0 KOPPEKIMH U YACP>KaHHIO JOCTHTHYTOTO BEICOKOTO YPOBHS T'H-
THEHBI POTOBOM monocTu. [locie 3aBepuIeHuUs] KOMIUIEKCHOM pe-
MHHEPAIHU3YIOIIEeN Tepariy 0TMEYaoCh HCUE3HOBEHHE METIOBH/I-
HBIX ISITEH B KoMu4uecTBe 6. ViMenu TeHAeHINIO K YMEHBIICHHIO B
npenenax 0,1-0,3 mm B muamertpe 13 msiten u3 17.

IMokazarens TOP-Tecra cymecTBeHHO yMeHbIMICS ¢ 4,7 10
2,2 (p <0,05). ITocne npoBeAEHHOTO JIEUEHUSI JOCTUTHYT BHICOKHIA
MOKa3aTellb KapUeCPE3UCTEHTHOCTU SMaJH y OOJIBHOTO.

3axnouenue. KomruiekcHas peMUHEpaTH3yIOIIas Tepams mo-
CJIe OPTOAOHTHYECKOTO dTalla JEeUEeHHs IMOKa3aua BEICOKYIO KITH-
Hu4eckas 3Q(PEeKTHBHOCTD y MOJPOCTKA.

PAHHAA OUATHOCTUKA BPOXAEHHOIO
F’MMNOTUPEO3A Y HOBOPOXAEHHOIO

C NMNOKCUYECKU-MLLEMNYECKUM
NOPAXEHMEM LIHC

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

Hay4Hble pykoBoAUTENU: AOKTOP MeA. HaykK
J1.B. KpaB4eHko, kaHA. meA. Hayk M.C. KacbsiH

®IrBOY BO «PocToBckuiA rocynapCTBEHHbIN MEOULIMHCKMN
yHuBepcuteT» MunHsgpasa Poccuun, PoctoB-Ha-[oHy, Poccus

Kntouesnbie criosa: HOBOPOXOEHHbIU, 8POXOEHHBIL
aurnomupeos; nepuHamarbHOe fopaxeHue UeHmpasnbHOU
HepsHOU cucmeMbl; mUpeoudHbIli cmamyc

Axmyanvnocmos. Bpoxaéuneiii runorupeos (BI') npuBoaut
K 3aJCPIKKE IMCUXOMOTOPHOI'0 U MHTCJIJICKTYAaJIbHOTO Pa3BUTUSA
peOénka.

Onucanue knunuueckoeo cayyas. bonpHas C. mocTymnuia B OT-
JIeJIeHHEe TaTOJIOTUH HOBOPOXKIIEHHBIX U HEJIOHOIICHHBIX JIETeH B
Bo3pacte 3 cyT. B anamnese Marepu: ocTpasi pecmparopHast BUPYC-
Hast uH(pexims (OPBI), 6akTepuanbHblil BATMHO3, KAHANI03, OaK-
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Tepuypusi. Macca tena npu poxnennn 2650 1, amuHa Tena 48 cwm,
olieHKa 1o 1mkane Amnrap 8/9 6amioB. COCTOsSHUE PU MOCTYIUICHUH
XapaKTepH30BaATIOCh BSUIOCTHIO, CHIPKEHHBIM TYPTOPOM, HKTEPHYIHO-
CTBIO KOXH, YaCTHIMHU CPBITMBaHUSMU U B3IyTHEM XuBoTa. HeBpo-
JIOTHUYeCKasi CAUMIITOMATHKA: TPEMOP KOHEUHOCTEH, MBIILICYHAS JIH-
CTOHUSI, YTHETEHNE PeIIeKCOB OPaIbHO-CITMHAIBLHOTO aBTOMATH3MA.
AHanu3 KamwULIPHOH KPOBH Ha HEOHATAIBHBIH CKPUHUHT B BO3-
pacte 2 CyT BBISIBUJI IIOBBIIICHHBIH YPOBEHb THPEOTPOITHOTO TOPMO-
Ha (TTI): 220 mr/nn (Hopma 0,00—18,00 mr/mn). [Tpu perectupopa-
Huu B Bo3pacte 10 cyt TTI B kanwuisipaoit kposu 307,5 MxE]Jl/mut
(mopma menee 9 ME]1/n). BrisiBneH Huskuii yposens T4 cBo6on-
HOrOo — 5,98 HMonb/1 (HopMa 11,4 — 22,2 Hmons/i1. Hopmais-
HbI ypoBeHb T3 cBoOomnoro. YpoBenb TTI cocraBun Gonee
100 MmkME/mi. B o0rieM aHanu3e KpOBH BBISIBICH MOHOILIUTO3
(15%). B aHanu3e kpoBH Ha KUCIOTHO-IIEIOYHOE COCTOSIHIE OTMeE-
yayach runepiakrareMus (2,24 mmons/i). B Onoxumudeckom aHa-
Jm3e KpoBU — runepounmpyounemus (331,6 MKMoIb/1) 3a CuéT He-
npssMoii dpakuun. YposeHs C-peakTuBHOrO 6enxa — 6 mr. OcHOB-
HBle KIMHUYECKHE IUArHO3bl: BpOKAEHHBIH THIIOTHPE03 0e3 300a;
HEJOCTaTOYHOCTb NMUTAHMS IUI0Za Oe3 YIIOMHHAHUS O «MaJIOBEC-
HOM)» MJIM MaJICHBKOM IS T€CTAIllMOHHOrO Bo3pacTta. COIyTCTBYIO-
ye KIMHAYECKUE TUarHO3bl: BHYTPHIKEILYJOUKOBOE KPOBOM3IIHS-
Hue 1-i cTeneny y Ioja 1 HOBOPOXKIEHHOIO CIIEBA; LiepeOpaibHas
WILEMUsI CPEIHEH CTETIeH!, CHHIIPOM BETeTaTHBHOM ANC(YHKIIN;
nHbexnms, cnenuduaHas 1S IepuHaTaIbHOTO MepHoa: HEOHA-
TaJIbHAs JKeNTyxa, IMcOno3 kumeuHuka Il crenenu cradunokok-
KOBOW ¥ IpuOKOBO# dTHONOrMU. Ha3HaueHa nocTossHHas 3ame-
CTUTENbHAS TEPAIHUs JTEBOTUPOKCUHOM HAaTpust 25 MKI/CYT, aHTU-
GakTepuanbHas, UH(Y3UOHHAs Tepallys, HOOTPOIIHbIE IPENaparhl,
BUTaMUHOTepanus, Ouonpenaparsl. HOBOpo)xA€HHBIH ObLT BBINHU-
CaH JIOMOi B Bo3pacte 18 cyT B yIOBIETBOPUTEILHOM COCTOSTHUH.

3axnouenue. HebnaronpusTHoe BIMSHNE HA TION OKa3bIBAIH
OPBU, OakrepualibHbIi BATUHO3, KAHU103, OAKTEpHypHUs y Ma-
TepH, BBI3bIBAS TSDKEIOE TEUEHHE HEOHATAIBHOIO NepUozia y pe-
6€nka ¢ BI' u pa3ButueM TSxETOH comyTCTBYOLIEH TaTOIOIUU.
Pannss quarnoctuka BI' u 3amecTutenbHas Tepanuy npeaymnpe-
KIAIOT Pa3BUTHE YMCTBEHHON OTCTAIOCTH.

k %k %k

OCOBEHHOCTU TEMEHUA IOHOLWLECKOIo
MOJNIMAPTPUTA Y NALMEHTOB C PA3JIMYHON
AONUTENbHOCTbLIO YCTAHOBIEHUA OUATHO3A

Fnyxosa C.M.', Kpuynuna T.k0."2

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

'®rAQY BO «[MepBbit MOCKOBCKMI rocyaapCTBEHHbIN
MeOVUUHCKUI yHuBepcuTeT nmenn .M. CeyeHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepcuTeT), Mockea,
Poccus;

2PprAY «HaumoHanbHbI MeOULUHCKUI ccneaoBaTenbCKui
LeHTp 3gopoBbsa aeten» MuHagpasa Poccuu, Mocksa,
Poccus

Knouesnbie criosa: KnuHuU4eckul criyqall; oHowecKul
ronuapmpum; 2eHHO-UHXXeHepPHbIe buoroauyeckue
npenapamai; Mapwpymu3ayusi

Axmyansnocms. YOnommeckuii aprput (FOA) — xpoHuueckoe,
HEYKIIOHHO Iporpeccupyroniee 3a00eBaHne, MposBIIIOIEeecs JIe-
CTPYKTHBHO-BOCHATIMTEIBHBIMHA H3MEHEHUSIMH B CyCTaBax U IIPH-
BOJISIIIEE K paHHEH MHBAIWAW3ALUH. PaHHSS TUarHOCTHUKA U CBO-

eBpEeMEHHOE Ha3Ha4YeHHe Tepalny ITOBBIILIAIOT BEPOSTHOCTh ObI-
CTPOTO JOCTH)KEHHUS CTaIUM HEAKTHBHOTO 3a00JIeBaHHS.

Onucanue knunuueckux ciyuaes. Iaument Ne 1. JleGrot 3a60-
JieBaHMS B Bo3pacTe 2 roja, B okrsi0pe 2009 1., xorna nocnie TpaBMbl
TIOSIBUJINCH HApYILIEHHUE MOXOIKU U OTEK B 00JIACTH JIEBOTO KOJIEHHO-
ro cycraBa. Pe6EHOK rociuTanu3upoBaH B CTAllMOHAP TPaBMaToJo-
THYECKOTO IPOQuIIs, TIe HA OCHOBAaHWH OOCIIEIOBAHUS 3aII0I03pe-
Ho TeueHue FOA. Pe6éHok nepeBenéH B MpohHIIbHOE OTIIEIICHUE B
Hosi0pe 2009 1. [Ipu nocTymieHnn: oTéK, OrpaHHYCHUE IBUKCHUH,
00JIb B KOJICHHBIX, TOJICHOCTOITHBIX, IIPABOM JIy4Y€3alsiCTHOM CyCTa-
Be, Ae(hopMalysl CyCTaBOB CTOIIBI, YCKOPEHHE CKOPOCTH OCEAaHHs
sputporutoB (COD) 1o 35 MM/, nmoBbIeHHe YpoBHS C-peakTuB-
Horo 6enka (CPB) 1o 6 Mr/n, 1o TaHHBIM MarHUTHO-PE30HAHCHOM
TOMOTrpaduH KOJIEHHBIX CYCTaBOB — CHHOBHT, OypcHT. /lnaraos mo-
mapTukyaspHoro FOA nonreepikniéH, THUIMMPOBaHA UIMMYHOIIO-
JasJstrorast teparust merorpekcarom (MTX) B mose 15 mr/m*/Hen,
Ha ()OHE Yero OTMEYaeTCs MOJIHBIN perpecc CyCTaBHOIO CHHIPOMA
(CC), nopmanuzauust COD, CPb. B Hacrosiiee Bpemst TOCTUTHY-
Ta 6esnexapcTBeHHas pemuccus FOA.

IMarwment Ne 2. JIeOroT 3a0051eBaHuUs B BO3pACTE 5 JIET, B UFOJIC
2012 r., Koraa mocie TpaBMbl HAOMONANICS BPadOM-TPaBMaToJI0-
TOM C 2kaji00amMu Ha OOJIH B KOJIEHHBIX U Ta300eAPEHHBIX CyCTaBax.
IIpoBoaunace cumnromaruueckas tepanus. B cenrsope 2015 .
ocJie nepeHecEHHOW MH(EKIMHU MOSBUIICS OTEK B KOJICHHBIX CY-
crasax. [Ipu o6cnenoBannu COD u CPB B npenenax pedepeHCHbIX
3Ha4eHHH. [To MecTy )KUTeNbCTBA YCTAaHOBJIEH IUarHo3 «PEeakTHB-
HBIIl apTpUT», Ha3HAYAIUCh HECTEPOUIHbIE TPOTUBOCIATIUTENb-
HBIE CPEICTBA KypCaMH, ITPOBOAMIIOCH BHYTPHCYCTaBHOE BBEJIE-
HHE TIIOKOKOPTHKOUIOB C KPaTKOBpEMEHHBIM 3 dexrom. B uromne
2016 r. rocIUTaNM3UPOBaH B PEBMATOJIOIMYECKOE OT/IEJICHHE, ITIe
ObuT ycTaHoBiieH quarao3 FOA, Hasnadena tepanust MTX ¢ He-
noMHBIM 3¢ dexTom B Buae coxpaneHus CC, B cBs3U C YeM B Jie-
kaOpe 2016 r. ”HULIIMUPOBAHA TEPAIKsI TCHHO-MHKCHEPHBIM OHO-
noruyeckum npenaparom (I'MBIT) ananumymadom (AJJA), MTX
nponoswked. Ha gone neuennss CC kynupoBaH, oTMeuaeTcs pas-
BHUTHE YacCThIX MH(EKIIMOHHBIX 3a00I€BaHUM, IIPOITYCKH OYepe]l-
veix BBeneHnid AJIA u MTX, nepuognueckue oboctpenust CC.
B utone 2021 1. B CBSI3U ¢ HEIOCTUKEHUEM TMOJTHOTO 3P PeKTa Ha
¢done teparmuun AJIA u MTX, npoenena cmena ['MBIT Ha nepro-
nu3yma0, Ha pone yero CC kynuposaH, oboctpenuii FOA 1o Ha-
CTOSIILIETO BPEMEHH HE OTMEYaoCh.

3axmouenue. CBOEBpEeMEHHAsI JUaTHOCTHKA U HAYaIo Tepa-
muH y nanueHToB ¢ FOA mo3BossieT Zo0CTHYb OBICTPOTO KOHTPOJIS
HaJl CHMIITOMaMH 3a00JIeBaHUs, IPEAOTBPATUTD Pa3BUTHE CTPYK-
TYPHBIX OBPEXICHHUH, KOHTPOIUPOBATH Pa3BUTHE PeOEHKA U €ro
KaueCTBO JKU3HHU.

OLIEHKA OBECIMNEYEHHOCT BATAMUHOM D
DETEN C MULLEBOW ANJNEPIUEN,
NMPOXUBAIOLLMX B YCNOBUAX ANUTENBHOIO
BOEHHOI'O KOH®INUKTA B JOHBACCE

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

PIrbY BO «[oHeLkuin rocyqapCTBEHHbIN MEeANLMHCKUIA
yHuBepcuteT» MuHsgpasa Poccum, [loHeuk, Poccus

Knroyesnie criosa: eumamuH D; Oemu; nuuiesas annepaus;
80€HHbIU KOHebrukm; [JoHb6acc

AxmyanvHocms. Ilpu cOBpeMEHHBIX OCOOEHHOCTSIX XapaKTe-
pa nuTaHus 1 00pa3a JKU3HU TOPOACKOTO HACENICHUs peOEHOK va-
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CTO HE TOJIyYaeT JOCTaTOYHOTO KOJINYEeCTBa HEOOXOMUMBIX MH-
KPOHYTPHEHTOB yiKe C MIepBBIX MecsIeB xu3Hu. Huzkas obecre-
YEHHOCTb €Tl BUTAMUHOM D MOKET IpUBOANTH K HAPYLIEHHIO
COCTOSIHUSI UIMMYHHOW CHCTEMBI U TIOBBIIIAET PUCK PAa3BUTHS ajl-
JIeprudecKkoi naronoruu. JuTeabHbIi BOGHHBIH KOH(IHMKT cTaji
MOIITHBIM HETaTUBHBIM (HaKTOPOM, IMOBIHUSBIIUM Ha COCTOSHHE
310pOBbs Aeteit Jlonbacca.

L]env: onpenennTh 00ECIeUeHHOCTh BUTAMUHOM D nereii mep-
BOT'O r0JIa )KU3HH, CTpaJaroIuX nuineBoi amwieprueit (ITA) u mpo-
JKMBAIOLIMX Ha Tepputopun JJoHOacca B yCIOBUSX JUIUTETLHOTO
BOCHHOTO KOH(IIHKTA.

Mamepuanvt u memoowi. O6cnenoBansl 145 neteit 1-ro roma
JKU3HH, npoxuBatonmx B Jlonbacce. 105 nmaruenTos ¢ 1A, nu-
arHOCTHPOBAHHOIM Ha OCHOBAHUH JAQHHBIX aHAMHE3a, OOBEKTHB-
HOT'O OCMOTpA, J1a00paTOPHOTO 00CIeI0BaHMS U pe3ylibTaTax JIu-
ArHOCTUYECKOW AIIMMHUHAIIMOHHOM JJUEThI, COCTABHIN OCHOBHYIO
rpymy. 40 nereii 6e3 I[TA cocTaBuiu KOHTPOJIBHYIO rpyminy. Y
BceX JieTell ObUI ompenenéH ypoBeHb KaJbIMIU0Ia ChIBOPOTKH
KPOBH XeMUTIOMHHECLEHTHBIM aHAJIM30M Ha MUKPOYACTUIIAX KO-
JIMYECTBEHHBIM MeTOJ0M ¢ ucnonb3oBanueM tecta ARCHITECT
25-OH Vitamin D ans onpenenenust ypoBHsi BuTamuHa D.

Pezynomamur. Ananus xauHudeckux nposisiaenuit ITA noka-
3aJ1 Ipeobialanue Tuapey, CphIrMBaHui, 3anopa, KoUK, KOTo-
pbI€ COYETANNCH B PA3IMYHBIX KOMOMHALUAX Y JIeTell OCHOBHOM
rpynnel. Y 61 (58,1%) 00IpHOTO racTpOMHTECTHHAIBHBIE TPH-
3HAKH COYETAHCH C AJUIEPTUUSCKIMU KOKHBIMH TIPOSIBICHUSIMU.

OreHka 00ecrieueHHOCTH BUTAMUHOM D jieTeld, CTpaiatoiux
ITA, noxkasaia, 4To B OCHOBHOI1 rpyrIie npeodianany nanueHTbl
CO CHM)KEHHBIM ypoBHeM BuTamuHa D. HenocrarouHocTh BuTa-
muHa D BeisBnena y 60 (57,1%) nanueHToB OCHOBHOW TpYIIIBL, a
B rpymne kouTponst —y 5 (12,5%) nereil. AnexBaTHbIi ypoBEeHb
ButamuHa D Obu1 y 38 (36,2%) 1 'y 34 (85,0%) nereii cooTBeT-
crBeHHO (p < 0,001). dedunur Butamuna D cpeny nanneHToB oc-
HOBHOI1 rpynmsl peructpupoBanu y 7 (6,7%) nerei, a B rpymnmne
KoHTpoJIsE — b y 1 (2,5%).

Baxarouenue. Jlns nereit 1-ro rona sxu3HH, cTpagarommx [TA
1 IpoXKUBaKOIIKX B JloHOacce B YCIOBHSX [UTUTEILHOTO BOSHHOTO
KOH(JIMKTA, XapaKTEPHBIM SBISIETCS CHI)KEHNE 00eCTIeYeHHOCTH
BUTaMHHOM D. JleueHne JaHHbIX MAaMeHTOB HEOOXOIUMO MIPOBO-
JUTH C YY4ETOM BBISBJICHHBIX HApYILIEHHUH C JIOTMOJIHUTEIBHOM ca-
IJIEMEHTALUeH MpenapaTaMu XoneKanbuugepoa.

AEOULIUT ALIUN-KOA-OErMOPOINEHA3DI
CPEOHELIENOYEYHbIX )KUPHbIX KUCITOT
Y PEBEHKA C NO3AHMM OEBIOTOM

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

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

®Ire0Y BO «CapaTtoBCKuiA rocyaapCTBEHHbIN MEOULIMHCKUN
yHuBepcuteT umenn B.W. Pasymosckoro» MuHsapaBsa
Poccun, Capatos, Poccus

Knrouesnie criosa: knuHudeckul criydau; demu; decpuyum
ayun-KoA-deaudpozeHasbl; HapyweHUss 0bMeHa XUpPHbIX
Kucriom

Axmyanvrnocms. Jedunut annn-KoA-nerunporeHassl cpen-
HETIENOYESYHBIX KHUPHBIX KUCIOT — 3TO HACIEICTBEHHOE 3a00Ire-
BaHHe, BbI3BaHHOE MyTauusaMu reHa ACADM. D1oT reH kogupyeT
anuin-KoA-zpernaporenasy cpeiHelenodedHbIX KUPHBIX KUCIIOT,
PacCIOJIOKEHHYIO Ha KOPOTKOM IIjIede XpoMocoMmbl 1. 3aboneBa-

HHE XapaKTepH3yeTcs OBICTPO MPOTrPECCHUPYIOIIUM METa0oIye-
CKUM KPH30M, KOTOPBIi OOBIYHO MPOSBIISAETCS TUIIOKETOTUIECKON
TUIIONIMKEMUEH, COHIIMBOCTBIO, PBOTOM, HAPYILICHUEM CO3HAHUSI.

Onucanue kaunuueckozo ciyyas. [lanuent A., 4 roga. AHa-
MHe3 3aboneBanus: 12.11.2020 nedrot nHpekuroHHOro 3200-
JIeBaHMsI, TPOTEKABILETO 10 TUITYy Te€HEPAIN30BaHHON HH(]EK-
MU, HAXOJWJICS Ha amOyiaropHoM Jieuenun. 16.11.2020 pes-
KO€ yXy[IIEHHE COCTOSHUS B BUAE HApacTaHUs 00IIEeMO3roBOH
cumnromaruky. [Ipu nccinenoBaHuy JIUKBOPA BEIABICHA OEIKO-
Bo-KkseToyHas accouuanus. [Ipuy MPT ronoBHoro Mosra BbIsIB-
JIeHO TpyOoe mopaskeHHe BEUIeCTBa TOJIOBHOIO MO3ra C BOBIIE-
YEeHHEM Ceporo 1 0eyoro BemecTBa, HOAKOPKOBBIX sIJIEp, HOXKEK
MoO3ra ¢ IOoCIeayIOIIel 3aMeCcTUTEIbHOM ruapouedanne, Kiu-
HUYECKH COINPOBOKIABIEECS BHIPAKCHHBIM CIIACTUYECKUM Te-
Tparnape3oM, yTpaToi BHICIINX KOPKOBBHIX (DYHKIHUH, cymopora-
mu. IIpu Tanaemuoil macc-criekrpomerpuu (TMC) ycTanoBneHo
MOBBIIICHNUE YPOBHA ananuHa 10 1004,35 MkMoinb/1. YuuTeiBast
nanable TMC, pe6&HKy ObLIO OKa3aHO MOJIEKY/IPHO-TEHETHYE-
cKoe 00cie[0BaHHe KPOBH Ha BBISIBICHHE YACTHIX MyTallUi MH-
toxouapuanshoi JIHK, neitkosnuedanonaruu, cuaapoma Jiu —
myTtauuu mutoxoHapuansHoi JJHK He momyueno. B anpene 2021
I. ObUI HampasileH B ¢denepanbHblil HeHTp I. MockBsl. C Lenbio
JIUHAMHAYECKOTO KOHTPOJIS ITPOBE/IeHa BUJIE0-3IEKTpOIHIIe(aso-
rpadusi: MHIEKC IPEeAICTaBIEHHOCTH SIHIETH(HOPMHOI aKTUBHO-
ctu B 90T cHa cpennuii 30-50%. Ha3nauena npoTuBoCynopox-
Has Tepanus B BUIE KOMOMHAIIMU BAIBIPOEBOH KHUCIOTHI C TOIH-
paMaToM, ¢ MOJIOKUTEIbHBIM 3 (deKToM. B MexrocnuTanbHbIH
nepuon y peoéHka HabIoIaICh METa00INYECKUEe KPHU3BI C Tie-
puoanuHocThio 1 pa3 B 3—4 mec. [Ipu MonexynsspHO-TeHeTHYe-
ckoM obOcienoBanuu 20.12.2021 BbIsABIEHBI CenyIOIIUE MyTa-
wun: ACADM chrl: 76226888 c.1027G>A p. Glu34Lys, ACADM
chrl: 76198335 ¢.937C>T p. Thr42Leu, GLA chrX: 100653420
c.937G>T p. Asp313Tyr. HeBponoruyeckuii craryc: ceHCOpHas
agazus, SKCTpanupaMHuIHbI CHHIPOM, CIIACTUYECKUI TeTpamna-
pe3 D > S, HapylieHre MOTOPHBIX HaBBIKOB.

3axntouenue. JlaHHBIA KIMHUYECKUI Citydail mogu€pKuBaeT
CJIOKHOCTH AMArHOCTHKU HApyIIeHHH oOMEHa KUPHBIX KUCIOT.
PacimupenHbIil HeOHaTalIbHBIN CKPUHHUHT TI03BOJIUT BBIBUTH Ta-
Kue (OpMBI NIATOIOTUH Y JETeH B paHHUE CPOKH, YTO MO3BOJIUT
HAYaTh UX JICYCHUE HA JOKIMHUYECKON CTaIHu.

k %k ok

®EHOTUNMNYECKME OCOBEHHOCTU BONE3HU
BUIIbCOHA U EE UCXO[bl Y CUECOB

Dxyptyb6aesa A.P.", Bopo6beBa H.J1.",
Komapoga A.[.% NMpoxopeHkoBa M.O.2

HayuHbin pykoBoautens: npoceccop A.C. Noranos?

'®IAOY BO «[epBbiti MockoBCkuiA rocyaapCTBEHHbIN
MeauLMHCKUA yHuBepcuteT nmeHn N.M. CeveHosa»
MwuH3agpasa Poccum (CeveHoBckuin yHuBepcuteT), Mocksa,
Poccus;

20lAY «HauunoHanbHbIN MeaUUMHCKUIA nccrieaoBaTenbCKUn
LleHTp 3gopoBbsa aeten» MuHagpasa Poccun, Mocksa,
Poccus

Kntouesbie criosa: 6one3Hs BunbcoHa; eenamum; cubebl;
demu; heHomurn; YUPPO3 NeYeHuU; mpaHcrIaHmayus neveHu

Axmyanvnocms. bonesus Bunbcona (bB) — ayrocomHo-pe-
LeccuBHOE 3a00JeBaHue, OOYCIOBICHHOE MYTAllMsIMU B T€HE
ATP7B u XapakTepu3yrouieecsi MoJIuMOp(pHU3MOM KITMHHYECKUX
nposiBIeHUH. B HacTosee BpeMst yOeAUTENbHBIX JaHHBIX O CBSI-
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31 reHoTHna U GeHorumna npu BB He BBLBICHO, OJHAKO TON00-
HBIX HCCIIEIOBaHUH Y CHOCOB HE IPOBOANIIOCE.

L]eny: onpenenuts HEHOTUNNIECKIE OCOOCHHOCTH TEUCHUS
u ucxonsl bB y cubcoB.

Mamepuane u memoowi. B paMkax peTpoCIEeKTUBHOTO UCClie-
JIOBaHHUS [IPOAHAIN3UPOBAHBI KIIMHUKO-aHAMHECTUUECKHE TaHHBIE
47 neteii u3 21 cembu. [IpoBeneHa onerka (HEHOTHUIIOB (XpOHUYE-
CKHIf TeNaTuT, OCTPHII IenaTuT, cMelanHas popma) u ucxoznos bB
y cubcoB. B paboty Bkitou€H 21 nmpobaHa ¢ yCTaHOBJICHHBIM JIU-
arHo3oM BB u 26 cu6coB, u3 xotopsix y 19 (73%) Taxoke auarso-
crupoBana bB u Tonbko 7 (27%) cuOGCcoB 310pOBBHI.

Peszynomamei. HecMOTps Ha ayTOCOMHO-pELIECCUBHBII THI Ha-
cienoBanusl, yactora Bcrpedyaemocti bB B 25% cityuaes BeisiBiIe-
Ha TOJIBKO B 1 ceMbe, B TO BpeMs Kak B 12 ceMbsix OHa cOCTaBUIIA
100%, B 3 — 50%, B oCTalbHBIX 5 ceMbsiX — OKoJio 75%. B 12
(57%) cembsix y cubcoB HaOMOnANCs ONMHAKOBBIN (EHOTHII, U3
HuX B 11 cembsx 3aboneBaHue MpOTEKaIo B GopMe XPOHHYECKO-
IO rernaTuTa ¢ pa3HOM CTENEHbIO MOBPEX/ICHNUS ITe4eHH, U B | ce-
Mbe — B cMmemianHoi Gopme BB. denotunuyeckas Baprabesn-
HOCTB HaOmonanack B 3 (14,3%) ceMbsX, U3 HUX B 2 CEMBSIX OTMe-
YaJ0Ch COYETaHHE XPOHUYECKOTO I'elaTuTa ¢ HEBPOJIOTNYECKUMU
MPOABJICHUAMU, BBISBJICHHBIMU Yy CTAapIINX CI/I6COB, 4TO, BEPOAT-
HO, 0OYCIIOBJICHO JUIUTEIILHBIM IIEPHOIOM TIOCTAHOBKH JIMAarHo3a
1 OTCYTCTBHEM CIIeHU(PUIECKON XeaTOPHON Tepanui, a B 1 ceMbe
(eHOTHUITBI CHOCOB COOTBETCTBOBAIN XPOHHYECKOMY M OCTPOMY
renaruty. [IpudanHO# 00ceoBaHus TPOOAHIOB B 7 CEMbSIX CTa
OTATOIIEHHBIN HACJIEICTBEHHbIH aHAMHE3: U3 HUX B 2 — B CBA3U C
IIPOBEAEHHON TPAHCIIIAHTAIMEH [IEYEHHU U B 4 — CMEPTHIO CTap-
niero cudca BCIeICTBUE IEKOMIIEHCHPOBAHHOTO LIMPPO3a MeYeHH
B ucxoze bB, a B 1 ciiyuae — B ucxoze GyIbMUHAHTHOTO IeNaTH-
Ta. Y IaHHOW IpYNIBI MAIIMEHTOB 3a00JIeBaHNe XapaKTepru3oBa-
J0ck Oonee TErKMM TeUCHUEM.

3axnrouenue. AyTOCOMHO-PELIECCUBHBIN TUI HACIEIOBAHUS
BB He no3Bonsier npeayraaars 4acToTy BOSHUKHOBEHUS 3a00e-
BaHMs B paMKax oiHOW ceMbH. Camoii pacpoctpanéHHO# (op-
Mol bB y neteli sBisieTcsa M30IMPOBAHHBIA XPOHUYECKHH TEIATHT,
KOTOPBIH IIPH OTCYTCTBUU aJIEKBATHOM Tepanuy XapaKkTepusyeTcs
HEYKJIOHHBIM MIPOTPECCUPOBAHIEM C Pa3BUTHEM HEOOPATUMBIX U3-
MEHEHUH U JeTalbHbIM ucxonoM. IIpoBenenne cemeitHoro ckpu-
HUHI'a Ha paHHUX JTarax Mo3BOJISCT CYIICCTBEHHO U3BMCHUTD TC-
YEeHHE U POTHO3 3a00JIeBaHMS.

®AKTOPbl PUCKA HEQOCTATOYHOCTH
MATAHWUA Y BETEW C XUPYPITMYECKUMMU
BONE3HAMU

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

'®rAOY BO «[lepBbit MockoBCkuiA rocyAapCTBEHHbIN
MeaAMUUHCKUIA YyHuBepcuTeT nmenn U.M. CeyeHoBa»
MwuH3gpaBa Poccumn (CeueHoBckuii yHuBepeuTeT), MockBa,
Poccus;

20rAY «HauunoHanbHbI MegULUMHCKUIA nccnegoBaTenbCKUi
LeHTp 3gopoBbsa geten» MuHagpasa Poccun, Mockea,
Poccus

Knouesbie criosa: demu; xupypauveckue 6051e3HU;
HedocmamoYyHOCMb UMaHus; HympumueHbIl cmamyc;
CKPUHUH2 HympumueHo20 pucka

Axmyanvrocms. Henocrarounocts nutanus (HIT) umeer BbI-
COKYIO PacpOCTpaHEHHOCTh CPEA JIETeH ¢ pa3inuHbIMH (hopMa-

MU XUpypruueckoit naronorud. Hecmorps Ha 10, uto HII cBsi3ana
C BBICOKUM PUCKOM HEeOIaronpHATHBIX HCXOOB MOCIIE OIIePaTHB-
HBIX BMEIIATENIbCTB U JIIUTEILHBIM IPEObIBAHIEM B CTAIIMOHApE,
9TH BOIPOCHI BCE ell€ HEOCTaTOUHO M3Y4EHBI.

Lenv: onpenenutd (HakTOpPbI, BIUAIONINE HA Pa3BUTHE HEO-
CTAaTOYHOCTH TUTAHUS U YBEINYECHHE CPOKOB TOCITUTAIN3AINN Y
JeTel ¢ XUPYyPru4ecKoil maTooruei.

Mamepuanvt u memooul. B onepednoe nccienoBaHue BKIIO-
yensl 205 mereit B Bozpacte ot 2 mec 10 17 net 9 mec, rocnura-
JU3UPOBAHHBIX B XUPYPrHUECKOE TOpakajbHoe (45), XUpypru-
yeckoe abnomuHanbHOe (97) u yposoruueckoe (63) oraeneHus.
V Bcex OOJBbHBIX OBbLIA ITPOBE/ICHA OLIEHKa HYTPUTUBHOTO PHCKA C
TTOMOIIBIO BAJTMIUPOBAHHON PYCCKOSI3BITHOM BEPCUU CKPUHUHIO-
Boro onpocaruka STRONGKkids, comatoMeTpuuecKix napamMmeTpoB
¢ pacu€roM Z-scores (Macca Tesna/Bo3pact, poCT/BO3pacT, HHICKC
Macchl Tena/Bo3pact), OMOXUMHUYECKHX ITOKa3aTesel (KOHIIeHTpa-
iU B KpoBHU 0011ero Oenka, anb0ymuHa, C-peakTUBHOrO Oenka),
MIPOJOJDKUTEIBHOCTH TOCIUTANIN3ANH. bobHbIe ObUTH pacmpe-
JeTICHBI Ha 2 TPYIIIBl — C HEOCTaTOYHOCTHIO UTaHuUs (Z-score
NMT/Bo3pact <-2SD) u 6e3 HEIOCTATOYHOCTH MUTaHUS (Z-score
NMT/Bo3pact > -2SD).

Pezynomamei. TIpy mocTyniaeHuu Al ONEPAaTUBHOIO Jieye-
Hust HIT Obuna BeisiBiena y 21 (10,2%) manuenTa. Y Bcex aereid
B JIaHHOH rpymnme Obu1 ycTaHoBleH cpenuuit (23,8%) nim BbICO-
kuii (76,2%) pucku pazputust HII. Y manuenros 6e3 HIT Huzkui,
CpemHUil U BBICOKMH puCKHU BbIsABIEHH! Y 39,1, 37, 23,9% nereit
COOTBETCTBEHHO. Memuana (Q —Q,) NpOIOKUTENLHOCTH TOCTIH-
tanuzaiuu nerei ¢ HIT cocrasuna 14 (12,0-20,5) nue, uro B 1,4
pasa 6onsbie (p = 0,015), uem y fereif ¢ ageKBaTHBIM HYTPUTHB-
HbIM ctatycoM — 10 (6—17) nueii. bonpmmucTBO 6G0mbHBIX ¢ HIT
HaXOAWJIMCh Ha JICYUCHUU B OT/AEIEHUSIX TopakayibHOHU (57,1%) u
abnomunansHOU (38%) xupyprun. [Ipu 3TOM onpeneneHsl 3Ha-
ynMeble pakropsl pucka HII y nereii: Bo3pact crapiue 7 JeT, *KeH-
CKHI1 [10J1, TOPAKaJIbHOE XUPYPrU4eCcKOe BMELIATELCTBO, XPOHH-
YecKoe 3a00JIeBaHNEe, BBICOKHH HYTPUTHBHBIH PHCK MO OMPOCHUKY
STRONGKids, runoans0ymuHeMust (< 35 r/11), MOBBIICHUE YPOB-
a1 C-peakTHBHOTO OeKa B KPOBH.

3axnouenue. HI1 'y neteit ¢ Xxupyprudeckoit maTtoinorueil nme-
€T BBICOKYIO YacTOTy M MPUBOIUT K YBEIUYECHHIO JUIUTEIBHOCTH
TOCIIUTAJIN3aluu. HpOBe)leHI/IC HYTPUTHUBHOI'O CKpPMHUHI'A IIPU T10-
CTYIUICHHH B XUPYPIUYECKOE OTACICHHE HEOOXOAUMO JUIS BBISB-
JICHWsI IeTeil TPyI BBICOKOTO PHCKA, TPEOYIOMINX HEMEITICHHO-
T'O Ha3HAYCHHUS! Hy TPUTHBHOMN MOIJIEPIKKH.

& ok %

HEXBATKA OAHHbIX O OUETOTEPANUA

N AHTPONOMETPUYECKUX NMOKA3ATENAX
KAK NPENATCTBUE NPU U3YHEHWUU BONE3HU
BOJIbMAHA

Oposposa A.C., AopodeeBa J1.10.
HayuHbIn pykoBoguTens: goueHT H.I. 3BoHKOBa

®IAQY BO «[NepBbit MOCKOBCKUI rocyAapCTBEHHbIN
MeaVLUHCKUA yHuBepcuteT nmeHn N.M. CeveHoBa»
Munanpasa Poccun (CeyeHoBckuin yHuBepcuTteT), Mocksa,
Poccus

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

Axmyanvnocmoe. bone3np Bonbmana (BB) — 3aboneBanue ¢
PaHHUM Ee0I0TOM, IPKOH KIMHUKOH, (haTaabHbBIM Ae(HULUTOM JIH-
30COMaJIBHOM KUCJION JIMIIa3bl B pe3yabrare MyTaluu reHa LIPA.
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HasnaueHne ajekBaTHOTO MUTaHUS U PEPMEHTO3aMECTHTEIBLHOM
tepanuu (O3T) ynyumiaer coctosiHue OOMBHBIX U YBEIUYNBACT
HPOROIDKUTENBEHOCTD X JKU3HU.

L]ens: onpenenuTs HEJOCTATOUHYH OCBEIIEHHOCTH BOIPO-
COB OIICHKH aHTPOIIOMETPHYECKHUX JaHHBIX U AUETOTEPANUU Y
nereii ¢ bB.

Mamepuanwvt u memoout. Tlouck B ScienceDirect mpoBomics
C HCTIONIb30BaHMEM KIIIOUEBBIX CIIOB «00e3Hs BombMaHa» U rty-
OuHoIi Toucka 27 ner cortacHo pekomeHnanusmM PRISMA. Ha-
60p crareil BKIIIOYA] UCCIEIOBaHUS C KIMHUYIECKOH KapTUHOM,
1a00paTOPHBIMH, HHCTPYMEHTAJIBHBIMH JAHHBIMU M aHTPOIIOME-
TPUYECKUMH XapaKTEPUCTUKaMU JeTe ¢ bB.

Pezynvmamor. Beisineno 11 pabot, B KOTOPBIX IpeacTaBie-
HBI TaHHBIE 22 MalMeHTOB, U3 HUX 45% neBouku, 32% Mabuu-
Kku "1 23% cirydaeB 0e3 yTouHeHHs nona. Y 2 neTei KIMHHUKa 110-
SBUJIACH C POXJICHUS, CaMbli MO3MHUI NeOOT OB OTMEYEH B
Bo3pacte 12 mec y 1 6onbHoro. Cpenu Bcex nauueHTos 16 ymep-
70, caMblil paHHUH BO3pacT cMepTH 4 Mec (n = 3), no3aHui 27
Mmec (n = 1), 6 6onbHBIX BB Ha MOMEHT HanucaHus ctareii ObLTH
*uBbl. Tonbko 36,4% nanuentoB nomydanun O3T. Poct npu po-
XKIeHUH He ykazaH 'y 91%, y 3 coctasmsan 51 cm (n =2) u 50 cm
(n =1). lannble 0 Macce Tena IIPpU POXKAECHUU OTCYTCTBOBAIH Y
82%. Y 5 nereit onu BapsupoBaiu 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 manmenra 6suta <—4 SDS. V 3 (13,6%) nereit Ha
MOMEHT TOCTYIICHHsI OTMedanach 3aaepxka pocra (< —2 SDS).
V 4 nereii mokazaTenu pocTa Mocie Tepanuy COOTBETCTBOBAIU
HOpMaJIbHBIM 3Ha4eHusaM (Z-scores: 0,59; 0; 0,70; —1,40;). Xapak-
Tepuctrka nutanus 45% nereit HeusBecTHa. [ pyaHOE BCkapMIIu-
BaHue ObuI0 y 1 GosibHOTO, OCcTe Ae6roTa 3a00sIeBaHKs Ha3HAYe-
HBI MAJIBTOAEKCTPHH, TPUIITHLEPHIBI CO CPETHEH IITMHHOM ey,
JKHPOPACTBOPHMBIE BUTAMHUHBL. HU3KOXKHUPOBBIE, COEBBIE HIIH TH-
JIpONU3UPOBAHHBIE cMecH Tonydanu 3 aereil. Ha momHom mapen-
TepaJlbHOM IUTaHUU HaXonwics 1 peOEHOK, Ha YACTUYHOM C J0-
6asnenueM 20% anpOymuna — 1 narnuent. Huskoxuposas aue-
Ta peKOMEH/J0BaIach 6 OOJIBHBIM.

3axmouenue. Pannee BbIsBIeHUE U JtedeHne bB yBenmunBaer
TIPOJOIDKUTENBHOCTS XM3HH manueHToB. Jletn ¢ BB Hyxnatorcs
B aJIeKBaTHOM ITUTaHMH IJIsI pOCTa U pa3BUTHUL. [laHHbIE aHTPOTIO-
MCTPHUU U OCO6CHHOCTCI>i IUTaHUs NPEeACTaBJICHBI HEAOCTATOYHO,
YTO NPENATCTBYET KOMIUIEKCHOU quarHoctuke bB.

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

OpyxunHuH A.B.
HayuHbin pykoBogutens: M.A. YanikoBckas

YO «lomenbCcknii rocyaapCTBEHHbIN MEANLMHCKAIA
yHuBepcuteT», Flomens, Benapycb

Kriroueable crioga: eueueHuUYecKasi oueHKa pacrucaHusi
y4ebHbIx 3aHamul 05l yHauuxcsi 2—4-20 knacca

Axmyanbnocms. VI3MeHIMBOCTD 3[JOPOBBS AETEH CBS3aHA C
JeHCTBHEM pa3NnuyuHbIX (HakTopoB. IHTEHCHBHOE yBENUUCHUE HH-
(hOpMALIMOHHBIX TIOTOKOB M MOJICPHU3AIINS [IIKOJILHOTO 00y YeHHS
00yCITOBIMBAET HEOOXOAUMOCTD €ro onTuMu3anuu. OpraHu3arms
00pa3oBaTeNpHOrO MPoLecca PErIAMEHTHPYETCSl HOPMAaTHBHO-TIPa-
BOBO# Oa3oii Pecriyonuku benapycb. OCHOBHBIM IPHHIIUIIOM Op-
raHu3aIK 00y4YeHHUs SBJISIETCS CO3JaHue 30pOBbecOeperaroleit
cpezbl TpyJa U OTAbIXa JeTeil.

Llenv: IpoBeCTH THTHEHHYECKYIO OLIEHKY PacIHCaHHs 3aHs-
TH# U1 ygamuxcst 2—4-ro kmaccos (Ha mpumepe YOCO Yayccko-
ro paiioHa, Moruiésckoii oonacT).

Mamepuansl u memoowl. Matepuanom Haiield paboThl SBU-
nuch pacnucanus ypokoB YOCO Yaycckoro paiioHa. MeTonsl —
TEKYIIUH ¥ CUCTEMHBIH aHaJIU3 C UCTIOJIb30BAHUEM PAHTOBOM IIIKA-
JI6I TPYAHOCTH, KOTOPBIH BBIITOJIHSIT aBTOP IyOIMKAIMH JINYHO, Pa-
0oTasi TOHKHOCTH TIOMOIIHUKA Bpava-ruruenucra B 2022/2023
y4eOHOM TOfY.

Pesynomamer. YcranosneHo nuppoBoe 3HaYCHHUE PAHTOBOM
HIKaJbl TPYAHOCTH HeJeIbHON Harpy3ku B 6amtax B 'YO «Boi-
KOBUYCKAsl CpeiHss mKoiay: 2-i kiacc — 148; 3-if kimacc — 168;
4-i1 kmacc — 166 6amnoB. B pacriucannu 3-x 1 4-X Ki1accoB y4eo-
HBIE TIPeMETHI, TpeOyIomue OOIBIIOr0 YMCTBEHHOTO HaNpsDKe-
HUSL, COCPEJOTOYCHHOCTH ¥ BHUMAaHUsI, PacIlONIOXKEHB! HA 1-M U
4-M y4eOHBIX 3aHATHAX, IPH PEKOMEHyEMOM PACIIOJIOKEHUH Ha
2-m u 3-m. I'VO «TopOoBudckas cpeHsis IKona»: 2-i kiaacc —
136; 3-it — 145; 4-it — 149 6amnos. 'YO «CnactéHoBckas cpef-
HSIS IIKoJday: 2-i kinace — 135; 3-ii — 163; 4-if — 165 6anios.
B pacnucanuu 3-ro kiacca n3ydeHue y4eOHBIX MpeaMeToB (Ma-
TeMaTHKa, 0e’I0pyCcCKuil (PyCCKUi) s3bIK, HHOCTPAHHBIH S3bIK)
IIPOBOJMTCS Ha 5-M y4eOHOM 3aHATHUH, IPU HOPME HA 2-M U 3-M.
B I'VO «Cpennss mkona Ne 1 . Yayce»: 2-it knacc — 136; 3-i
— 167; 4-it — 163 Oayia B pacUCaHUU YPOKOB 3-X U 4-X KJIac-
COB ONTHUMAJIBHO U3YYeHHE MAaTEMATHKHU, OEII0PYCCKOTO (PyCCKO-
TO) SI3bIKa ¥ MHOCTPAHHOTO SI3bIKa Ha 1-M U 2-M ypoKax.

3axnmouenue. Heo0Xx0ANMOCTb yCHIICHNSI BHUMAHUS K OITHU-
MU3aluM 00yYeHHUS U MPOBEICHUS CBOEBPEMEHHOIO KOMILIEKCA
Ipo(UIAKTUUECKUX MEPOIPUSTU OyayT CIocOOCTBOBAThH COXpa-
HEHUIO U YKPEIUICHUIO 3J0POBbs IIKOJILHUKOB.

TPOMBO3MBONUA NEFOYHON APTEPUN
Y PEBEHKA C BOJIE3HbIO KPOHA

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

OrAQY BO «Poccunckuin HaumoHanbHbIn
nccnenoBaTenbCkuii MEAULMHCKUA YHUBEPCUTET UMEHN
H.N. MNuporoesa» Munsgpasa Poccumn, Mockea, Poccus

Knrouesble crniosa: KnuHuYeckul criyyall; eocranumesibHblie
3abosniesaHusi KUWeEYHUKa; mpomboambornus né2oqHoul
apmepuu; rMHeeMoHUsI

Axmyansnocmob. BocnanutenbHble 3a00/eBaHIS KHIIETHUKA
(B3K), Britouas s;3BeHHBIN KOJIUT U Oone3Hb Kpona, — 3to 3a-
6OJ'[eBaHI/I$I, IIPU KOTOPBIX INOBBIIIACTCA YPOBECHb IUTOKUHOB, I10-
BPEXIIACTCS SHIOTEIN, aKTHBUPYETCS KacKa]| CBEPTHIBAHUS KPO-
BU. JlaHHbIe (DaKTOPBI MPHUBOAAT MAIIMEHTOB K BHICOKOMY PHCKY
Pa3BUTHS )KU3HEYTPOXKAIOIINX TPOMOO30B.

Onucanue kaunuueckoeo ciyuas. Jleouka, 16 jet, HaOm0-
naercsi ¢ bone3nbto KpoHa, B CBS3M € CAMOCTOSITENILHOW OTMEHOM
TCparry roCruuTajaIn3upoBaHa MOBTOPHO C NPOSABJICHUSAMU I'€MO-
konuta. Ilpu nocrymienuu: Tsokénas anemus (Hb 67 r/i), BbI-
COKasl BOCHAJIUTEIIbHAS aKTUBHOCTh — ypOBeHb C-pEeaKkTHBHOTO
Oenka B kpoBu 122,5 mr/mn. [Ipu aHanm3e remocTasa: CHIDKCHUE
npoTpoMOnHOBOTO HHAEKCa (58%). IHCTpyMEHTAlIBHO BBISABIICH
MAHTACTPHUT C TEMOPATHYEeCKUMH SPO3HUSIMH aHTPAJIBHOTO OTAENa
KEJyJIKa, AyOCHHUT, 3PO3UBHO-TEMOPPArHYEeCKIi TAHKOJIMT, IPH
MPOBEICHUH OMOIICHU KOHTAKTHAs! KPOBOTOYHUBOCTb. Y YUTHIBAS
9HJIOCKOITMYECKYIO KapTHUHY, peOEHKY BO30OHOBJIEHA Teparus HH-
(rmukenMaboM. 3a mepuos rOCIUTATN3alu: Y OOJNBHOM OTMeda-
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JIOCh IPHCOEANHEHHE Kallllsl, HAPACTaHUE BOCTIAIUTENILHOW aKTHB-
HocTH. 1o TaHHBIM peHTreHorpaduu ErKuX HHOUIETPATUBHEIE
HU3MEHEHUs B HIKHUX oTAenax cieBa. CoCTOsSHUE PAaCLiEHEHO Kak
Te4eHHE MTHEBMOHUH, CTApT aHTUOAKTEPHAJIbHOM Teparuu Ha 0c-
HOBaHMU 1oceBoB. Ha ¢oHe Teparnuu — orpuuaresibHas AMHaMH-
Ka B BU/I€ MOSIBJICHUS [IPaBOCTOPOHHET0 rupoTopakca. IIposene-
Ha koMIibroTepHas Tomorpadust (KT) opraHoB rpyHON KIETKH C
BHYTPHBEHHBIM KOHTPACTUPOBAHUEM: THarHOCTHPOBaHA TPOMOO-
ambonust nérouHoi aprepuu (TOJIA) — nedexT KOHTpacTHpOBa-
HUS HIOKHEI0JIEBOM JIETOYHOM apTepuu ciieBa, HapacTaHUE THIPO-
TOpakKca, ruiponeprKapa. BBuIy BHICOKOTO prCKa KPOBOTEUEHUS
0T TpoMOonu3uca ObLIO PEeIIeHO BO3AEPKaThCcsl, HayaTa renapu-
Hoteparus 25 EJI/kr/4, ¢ mocTimkeHneM LEeTIeBOro 3HAYEHHS THTIO-
koarynsiiuu. CocTosiHuEe peOEHKA C TIONOKUTEIBHON IHHAMUKOM,
OTMEYAETCs] yMEHbILIEHUE BOCTIAIUTENbHON aKTHBHOCTH, IIPOAOII-
JKAETCs Teparusl B OTACICHUU raCTPOIHTEPOJIOTHH.

3akatouenue. TlpencraBneHHbIN KIMHUYECKUH CITydail IEeMOH-
crpupyeT Tskénoe TeueHue OonesHu KpoHa ¢ pa3BuTHEM KU3-
Heyrpoxatomero ocnoxHernss — TOJIA. Y mamuentos ¢ B3K n
CHUMIITOMaMH TIOPA)KEHUSI OPraHOB JAbIXaHHUs HEOOXOIMMa HACTO-
POXKEHHOCTH B OTHOLIeHUH pa3BuTus TOJIA u npoBeneHue cooT-
BETCTBYIOLIUX MeTO10B Bu3yanusaiuu — KT-anruorpaduu. Ha-
3HauUeHHE aHTHKOATYJITHTHOW Tepanuu y nauuertos ¢ B3K Heo6-
XOIMMO IPOBOJUTH B MHIMBHYaTIbHOM HOPSIIIKE.

& 3k ok

OKA3AHUE CTOMATOJIOMMYECKOM NOMOLLMU
OETAM C XPOHMYECKUMU 3ABOJIEBAHUAMU

ObsikoHoB KO.M.

HayuHbIn pykoBOoAUTESNb: JOKTOP MeA. HaykK
E.B. AHTOHOBa

OrAY «HauunoHanbHbIN MEANLMHCKUA NCCreaoBaTenbCKUN
LeHTp 3gopoBbs geten» MuHagpasa Poccun, Mocksa,
Poccus

Knouessie criosa: demu; cmomamorioaudyeckasl noMoub;
XPOHU4YecKue 3abosiegaHusi; Kayecmeo; podumenu;
aHkemupoeaHue

Axmyanvhocmu. Jletn, cTpaalonye TSOKETBIMI XPOHHIECKIMH
3a00MeBaHNAMHY, HY)KIAIOTCS B CAHAIIUK 09aroB HHGEKINH IS IIPo-
(bUIaKTHKY BO3MOXKHBIX OCIOKHEeHHH. OKazaHue CBOEBPEMEHHON
CTOMATOJIOTMYECKOHM IIOMOIIY STUM MALIUEHTaM OCOOEHHO BaXHO.

Mamepuanvt u memoOuwt. IIpoBenéH aHaNU3 JaHHBIX UCTOPUI
6one3nn 121 peGEHKA ¢ XpPOHUYECKUMHU OOJIC3HAMHU, & TAKKE pe-
3yNBTaThl AaHKETHPOBAHUS POJUTENEH OOTBHBIX O JOCTYITHOCTH H
KayecTBe OKa3aHHs CTOMAaTOJIOTMYECKOH IIOMOIIH AETAM (HCIOb-
30BaHa pa3paboTaHHAs aBTOPOM aHKETa ¢ 22 BOIPOCAMH).

Pe3zynomamei. YCTaHOBJIEHO, UTO BO3PACT OOJIBbHBIX, HYXK/aB-
LIMXCSl B CTOMATOJIOTHUECKON ITOMOIIH, Kostebnetcs ot 4 et § mec
1o 12 ner 8 mec (Me 7 ner 8 mec). boneBol cuHApPOM OTMEUEH
y 34,7% nereii, Hanmmuue KapHO3HBIX 3y00B — y 27,3%, nedex-
THI CIIM3HUCTON monoct pra — y 11,5%, paspymenue 3y6os —
y 10,7%. Y OonbHBIX AeTel YyacTo BCTpeyaanch Kapuec 3y00B —
38%, 3yOHbIe HapocThl — 24%, nepruonoHTUT — 19,8%, ump y
7,4% neteil nonocth pra ObL1a CAaHUPOBaHA. AHKETUPOBAHUE PO-
JUTeNen mokasano, 9to 63,3% 13 HuX OBLTH YaCTHYHO HE YIOBIET-
BOpeH»l, a 30% MOIHOCTHIO HE YOBJIETBOPEHBI KaueCTBOM OKa3a-
HUSI CTOMATOJIOTHYECKOH MTOMOIIN AETSM IO MECTY >KHTEJILCTBA.
Cpenu pUYUH Ha 1-M MecTe — ATIUTEIBHOE OXKUIAHHE 3aIHCH K
cneuuanucty (36,7%), ynan€HHOCTh CTOMATOJIOTHYECKOI KIIMHU-
KM OT MecTa )utenbersa (23,3%), 26,6% pecroHIeHTOB OTMETH-

JIM OTCYTCTBHE HEOOXOIUMOH OCHANIEHHOCTH CTOMATOJIOTYECKOTO
KaOMHEeTa 1 HU3KYI0 KOMIIETEHTHOCTb MEIMIIMHCKOTO TIepCOHaa,
B 3,3% ciydasx MOMOILb AETSIM He Oblja OKa3aHa BBHIY OTCYT-
CTBHS Bpaua-ctomarosora. Yacrora oOpaleHus 3a CTOMaToJIOTH-
yeckoit momomisio 1 pas B roj BeisiBiieHa B 36,7% ciyuaes, 1 pa3
B 6 Mec — B 36,7%, pexe 1 paza B roq — 10%, 16,6% He oOpa-
[IAJIUChH 32 CTOMATOJIOTUYECKON MOMOIIBIO TI0 MECTY KHUTEIbCTBA.

3axniouenue. OCHOBHBIE IPUINHBI HECBOEBPEMEHHOTO IOy~
YEeHUsI AIMEeHTaMH CTOMAaTOIOTMYECKONH OMOIIM WIH €€ OTCYT-
CTBHSI — JUIMTEJIBHOE OXHJIAHHE 3allKCH K Bpayy-CTOMATOJIOTY,
YAAIEHHOCTD KITMHUK, HU3KUH YPOBEHB KBATH(DUKAIIMN METUIH-
CKOT'0 IIepCOHAaJIa U HEIOCTAaTOYHAsl OCHAIIEHHOCTh CTOMATOJIOTH-
4ecKoro kabuuera, B 3,3% ciryuaeB — OTCYTCTBHE Bpada-CTOMATO-
JIoTa TI0 MECTY JKUTEeNbCTBA. Pa3BUTHE CHCTEMBI OKa3aHUs CIeIHa-
JU3UPOBAHHON CTOMATOJOTHYECKOH MOMOIIY JETSIM SBISETCS
BaXHOM 3ajjadeil 0Te4eCTBEHHOTO 3paBOOXPAHEHHUS.

CNOCOBbI XUPYPITMYECKON KOPPEKLIUU
BANbIYCHbIX JE®OPMALIUA CTOMNbI Y AETEN

EBgokumoBa 0.

HayuHbI pykoBOaUTENb:
npodceccop IN.B. CnusoBckumn

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

Kniroyesnie crioea: nnockoearnb2ycHasi 0eghopmauyus;
opzaHornnacmuka; MeduUUHCKUe Mamepuaribl; UMIIaHmel;
Hukenud mumaHa,; demu

Axmyanvrocmy. IInockoBanerycHas aedopMaiisi CTOIBL SIB-
JsIeTCsl OJJHUM U3 PACIPOCTPAHEHHBIX OPTOIEANUECKUX 3a00IIeBa-
HUM y nereif, TpeOyromux KOMIUIEKCHOr o jleueHus. CBOeBpeMeEH-
Hoe U 3(Q(eKTHBHOE JICICHNE HTPAeT BaXKHYIO PO B IPEIOTBpa-
IIEHWH OCJIOXHEHUH M 00eCIIedeHNH HOPMAIbHOTO Pa3BUTHA H
(byHKIIHOHHPOBAHHUS OMOPHO-IBUTATEIBHOI CUCTEMBI Y peO&HKa.
Jls BOCTYOKEHHUS 3TOM LIeNId AOCTYIHBI Pa3IMYHbIE METOABI Jie-
YEHHs, KOTOPbIE BKIIIOUAIOT KaK KOHCEPBATUBHbIE IOAXObI, TaK U
XUPYpPrU4eCcKUe METOBL.

L]ens: ymydlieHue pe3yibTaToB JCYEHUS JETEH C BalbIycC-
HOW aedopmalerd cTonbl U oleHKa 3P PEKTUBHOCTH MPUMEHE-
HMA apTpo3pe3a NOATAPAHHOIO CyCTaBa MMILUIAHTOM U3 IIOPHCTO-
r0O HUKEJIU/A TUTaHA.

Mamepuansl u memoowt. Chopmuposana rpynmna u3 120 ne-
Tel ¢ BanbrycHoi nedopmanueil cronsl. M3 Hux 25 netell nponuu
XUPYpPIrU4ecKoe JedeHue, y 95 nereil npuMeHscs KOHCEpBaTUB-
HBIH TonxoA1. Berbop MeTona medeHns MpoBOAMIICS ¢ YIETOM BO3-
pacra nanueHTa. KoHcepBaTUBHOE JIEUEHUE BKIIIOYAJIO KyPCBI JIe-
4yeOHOM (QU3KYNBTYpBI, MAacCaX, NHAUBUIYaIbHbIN OA00p OpTOIIe-
JMUYECKUX CTEJIEK M crienualibHoi 00yBu. Y nereit crapie 10 ner
U IpY HaJIUYUU OKa3aHUH IPUMEHSIICS aBTOPCKUI XUpypruye-
CKMI METO[ JIEYEHHUS ¢ UCIO0Ib30BaHUEM UMILIAHTOB U3 IOPUCTOTO
HUKeIH/a THTaHa. MeTo[uka BKIIOYaeT KOPPEeKIuio aedopmarmu
HOATapaHHBIM apPTPOIPE30M C IPUMEHEHUEM MMILIAHTOB U3 IIOPU-
CTOTO HUKEHJa TUTaHa, YTO B CBOIO OUepellb II03BOJISIET BOCCTa-
HOBUTb HEIOCTAIOIIYIO CYCTaBHYIO IIOBEPXHOCTb U MaKCUMallb-
HO MOJIEIUPOBAaTh HOPMaJIbHBIH CBOJ CTOIIBIL.

Peszynemamut. TIpu ucnionb30BaHUM KOHCEPBATUBHOIO JIede-
HUSI IOJIOKUTEIIbHAS AMHAMUKA HaOroanack B 70% ciydaes. Ot-
HOCHTEJIBHBIMH €TI0 HEJJOCTAaTKaMH SBIISUIMCh HEBO3MOXKHOCTB I10JI-
HOT'0 yCTPaHEHUs! IaTONOTHH, JUINTEIbHOCTD JICYEHHUsI U OTPaHu-
4yeHus o Bo3pacTy. [IpeanoxkeHHbIN aBTOPCKUH XUPYPrU4ecKuil
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METO]I C UCIIOIH30BAaHUEM OPUCTOTO HUKENHIa TUTaHA ITOKa3all
100% sddextrBHOCTD. [T0ONOKUTENEHBIME CTOPOHAME JAaHHOTO
METO/1a SABJISUIUCH BBICOKAsI IPOYHOCTb, IETKOCTh, THIOAJIEPreH-
HOCTb, OTCYTCTBHUC MUI'DALlUN UMILUIAHTA B ﬂaﬂbHeﬁLﬂeM.

3axmouenue. BeIsiBIeHa BEIpaKCHHAS TTOJOKUTEIIBHAS IHA-
MHKa [OCJIe XUPYPTHIECKOTO JICUCHNUS IeTeH ¢ BalbIyCHOI ne-
(dopManuei cTomnbl ¢ HCIOJNB30BaHHEM MMIUIAHTOB U3 HUKEIHAa
tuTaHa. [1010KNUTEeTbHBIMA CTOPOHAMHU JAHHOTO METO/A JICUESHUS
SIBJIIIOTCSI BO3BMOXKHOCTD TTOJTHOH KOPPEKIMH Ae(hOpMaIiH, OTCYT-
CTBUE OIPaHUUCHUH 110 BO3PACTy U Ooiiee ObICTPOE BOCCTAHOBIIE-
HHEe (QYHKIUHA CTOMBL.

k %k sk

FrEHETUYECKW OETEPMUHUPOBAHHASA
KAPOUOMMONATUA C AUNATALUNOHHbIM
®EHOTUNOM

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

Hay4HbI pykoBoguUTenb:
npodpeccop E.H. Bacapruna'?

'®rAQY BO «[epBbii MoCKOBCKUIA rOCYAapCTBEHHBIN
MeauuUHCKuiA yHusepceuteT nmeHn N.M. CeveHoBa»
MuH3anpaBa Poccumn (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus;

20lAY «HaumnoHanbHbI MeauLUMHCKMIA uccnenoBaTenbCKui
LleHTp 340poBba aeten» Munagpasa Poccun, MockBa,
Poccus

Kriroueebie criosa: knuHuyeckul criydal; kapouomuonamusi;
OunamauyuoHHas Kkapduomuonamusi; cepOeyHasi
Hedocmamo4yHoCMmb

Axmyarvnocms. JIunatranuMoHHas KapIHOMHUONATHS
(AKMII) — nopakeHne MHOKapa, XapakTepu3syloleecs BbIpa-
JKEHHBIM PacHUIMPEHHEM KaMep Cepilia CO CHIDKEHHEM CHCTOJIU-
geckoil (yHKIuH. ['eHe3 3a00eBaHMs HEpEIKO CMEIIaHHBI U B
20-50% ciy4asx oOycIOBIE€H MyTallMIMH B T€HAX, KOIXUPYIOLIUX
CapKOMEpHbBIE OCJIKH.

Onucanue Kaunuueckozo cayyas. Y N€BOUYKH € OTATOIEHHOM
HACJIEICTBEHHOCTHIO (CHOC U3 IBOMHU — JIETAJIbHBII HCXO Ha 1-M
TOIy >KU3HH, 10 IaHHBIM ayToncuu — ¢pudpoannacTos) nedIoT 3a-
GoneBaHNs — C BBIPAXXEHHOW KIMHUKH CEPAECUYHON HEIO0CTaTOU-
HOCTH B BO3pacTe 3 Mec (MBILeYHast cI1a00CTbh, BSIIOCTh, OTKA3
OT e/1bl, ONIETHOCTH KOXKHBIX TOKPOBOB C IMAHO30M HOCOTYOHO-
IO TPEYTOJbHHKA), 10 TSDKECTH COCTOSHUS OblIa FOCIHUTAIN3HU-
pOBaHa B peaHUMAIIMOHHOE OTAEJICHUE 10 MECTY JKUTENbCTBA, 10
JaHHbIM oOcnenoBanus quarnoctuposana JJKMII. B repanuu —
KpaTKOBpeMEeHHast KapJHOTOHUYECKast MOAJIepKKa, HHUIIUHPOBa-
Ha Tepamus XpOHU4IeCKoi cepaednoit Henocrarounoctu (XCH). B
KapIHOJIOTHUECKOM OT/IeNIeHHH HabroaaeTcs ¢ 1 roga 2 mec, npu
HOCTYTUIEHHUH [P SXOKapAnorpaduu BhISIBICHA BBIPAKCHHAS U~
JaTanys JIEBBIX OTIEIOB cepaua (Z-score KOHEUHOTO AUAaCTONIH-
4eCKOro pa3Mepa JIeBOro xenygouka 10,5), noseleHHas Tpade-
KYJSIPHOCTh MHOKap/ia, HEA0CTaTOYHOCTh MUTPAJILHOTO KJlaraHa
2-3 crenenu, ¢ppaxmwms Beiopoca 40%. [Ipu anexTpokapaAnorpam-
Me — (EHOMEH TIPeIBO30YKACHHUS JKEIYJI0YKOB. YPOBEHb MO3-
roBoro Hatpuityperudeckoro nentuaa (NTproBNP) 1302 nr/mi.
Brina ckoppexTuposana Tepanus XCH B COOTBETCTBUY € KIIMHU-
YEeCKUMH PEKOMEHJALlUsIMU, UTO II03BOJIMIIO 32 IIEPUOA Habmtoe-
HUS B T€YEHHUE 6 JIET JOCTUIHYTh CTAOMIM3aLUM KIMHUYECKOTO
COCTOSIHUSA C YITy4IIeHHEeM caMO1yBCTBUS ((pU3MUecKoe pa3BHUTHE
COOTBETCTBYET BO3PACTY, yIOBIETBOPUTEIbHAS TOJIEPAHTHOCTD K
Harpy3kam). [Ipu 3ToM, oIHaKo, COXpaHIEeTCsl HU3Kask COKpaTH-

TeJIbHasl CIOCOOHOCTH MUOKapa ((ppaxuus BeioOpoca 36%) 1 BbI-
paKeHHasl uiaTalus JeBbIX oTAenoB cepaua. Ilpu monexynsp-
HO-TeHEeTH4EeCKOM 00CIIeIOBaHNH BBISBICHA HYKJICOTHIHAS 3aMe-
Ha B rene MYH7 B reTepo3UroTHOM COCTOSIHUU.

3axniouenue. YcTaHoBIeHUE TeHeTHYeCKkor mpuunHbl JIKMII
H03BOJISIET ONPEAEIUTD IPOrHO3 3a00/1€BaHUA U YTOUHUTD IIPEAUK-
TOPBI €r0 TAKEIOTO TEUEHMUS.

MU®bI O BAKUMHOMPODPUNAKTUKE CPEOU
OBYYAIOLLEXUCA MONOOEXU

EdpemenHko M.[1., Dununnosa [.C.,
Edpemenko IO., Aenbkuu C.0.

HayuHbin pykoBoguTtens: [1.C. ®dununnosa

®IrBOY BO «TeBepckon rocyqapCTBEHHbIV MEAULIMHCKUIA
yHuBepcuteT» MuHsgpasa Poccun, TBepb, Poccus

Knroyeeble crosa: WKObHUKU; CmyOeHmbl;
8aKUUHOMNPoguUIakmuka, Mughbl 0 8aKuuHauuu

Axmyanvrocmy. BakiuHOIpo(UIIaKTUKa — OAHO U3 KIIIOUe-
BBIX HaNpaBJICHUH B CHCTEME OOIECTBEHHOTO 3/JpaBOOXPAaHEHUS,
KOTOpOE ITOMOTAET NMPEAOTBPATUTD Pa3BUTHE H PaclpoCTpaHEHHE
nH(MEKINOHHBIX Oome3Hell. HecMoTps Ha 3TO, B MHUpe CyIIECTBYET
MHOXeCTBO MU(GOB 0 BakuuHonpoduiaktuke. B mocnenuue ro-
JIbl BCE aKTHBHEE Pa3BUBAIOTCS OOILECTBA MPOTUBHUKOB BaKIIU-
HAIU{, KOTOPbIE YTBEPKJIAIOT, YTO BaKLUHBI OMACHBI U BbI3bIBA-
10T CepbE3HBIC MOOOYHBIE Y(QPEKTHI. DTH yTBEPKICHHS OIIHO0Y-
HBI M He IMEIOT Hay9IHOM JJOKa3aTebHOW 0a3bl.

Llenv: onpenenuTs pacupocTpaHEHHbIE MU(BI O TIPUBUBKAX
Cpenu MoApacTAaoLIero nokosieHus Teepu.

Mamepuanvt u MemoOovl. AHaIN3 TAaHHBIX AHOHUMHOTO aH-
KeTUPOBaHUs 253 CTapIIEKIACCHUKOB U CTYJAECHTOB KOJUIEHXKEH
r. TBepu.

Pezynomamui. Ha Bonpoc «Cunraere i Bbl, 4TO NpUBUB-
KM 0CNa0isroT MMyHUTET peb&uka»? 26 (10,3%) pecronnen-
TOB OTBETWJIM, YTO CYUTAIOT JaHHOE YTBEP)KJIEHHE BEpHBIM, 183
(72,3%) — ne cornacwiucs, a 44 (17,4%) — 3aTpyIHUINCH OT-
BeTUTh. CONIACHO 3TUM JAAHHBIM NIPAKTHYECKU TPETH ONPALINBA-
€MBIX He UMeeT YETKUX 3HAaHUH O 3HAYCHUH BaKLIUHAIINY H SIBIISI-
eTcst ONaronpHUATHOW COLMATBHON TPYIIION T pa3BUTH ME(DOB
0 mpuBHUBKax. Ha Bonmpoc aHKETHI O TOM, 4TO JydIle — repedo-
JIeTh U IPHOOPECTH €CTECTBEHHBI HMMYHHUTET WM CIeIaTh pHU-
BUBKY, 111 (43,9%) onpoieHHbIX OTBETHIIN, YTO JIYYIlIE C/IeaTh
IpUBUBKY, 64 (25,3%) — nryume nepebonets, 78 (30,8%) — 3a-
TPyAHUIUCH OTBETUTH. Cien0BaTeNbHO, O0Ice OJOBUHBI ONIPO-
[ICHHBIX HE IOHHMAIOT OIACHOCTh HH(EKINOHHBIX OOJIe3HEH H
HEOOXOIMMOCTh CBOCBPEMEHHOM BaknuHanuu. Ha Bonpoc aHke-
TBI O TOM, SIBJSIETCS JIM BaKIMHALMSI IPHYMHON ayTOUMMYHHBIX U
anneprudeckux OosesHew, 55 (15,4%) oOyvarommxcs OTBETUIH
noJoXuTeNnbHO, 138 (54,5%) — orpuuarensno, 77 (30%) — 3a-
TPYIHUIIKCH OTBETUTh. TakuM 00pa3oM, OYTH ITOJOBHHA OIPAIIIH-
BaeMBIX HE UMEET 3HaHHH O IPHYHHAX MOSBICHHS 3a00IeBaHNH,
AIJIEPrHYEeCKUX PEeaKIUi ¥ 3HAYEHUH BaKLIIMHONPO(PHITaKTHKH.

3axmouenue. OGyuaronecs: AeTH U MOAPOCTKH CKIOHHBI K
JAOMBICJIaM U IpeApacCyaKaM O NPUBUBKaX U HE UMCIOT 10CTATO4-
HOTO ypOBHS 3HaHUM 0 3HaueHuu BakiuHanuu. [llupokoe oOyue-
HHUE W OpPraHu3alysl CAHUTAPHO-NPOPHIAKTHISCKIX MEPOTPHSI-
THI Cpelr yJalieicss MOIOAEKHU 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 «[NprBOMmMKCKMI nccneqoBaTenbCKun
MeauLMHCKUIA yHuBepeuTeT» MuHsgpasa Poccuu,
HwxHunin Hosropog, Poccus

Knrouesbie cnosa: 0emu; ariukoeeHo3 1a muna;
2ernamopeHarbHbIl ernuko2eHo3; deghuyum arrKo30-6-
gocghamasbl; 271UKO2EH, 2UnoauKemust

Axmyanvrnocms. InnkoreHoBast 00Jie3Hb la THIIAa — peaKoe
HACJIEJICTBEHHOE 3a00JIeBaHKUE, KOTOPOE CBSI3aHO C Je(DUIIUTOM
DII0K030-6-(hocharasbl U aCCOLUMMPOBAHO C W30BITOYHBIM HAKOILJIC-
HHUEM INIMKOI'CHA B IICYCHU, ITOYKAX U CIIM3UCTON O6OJ'[O‘1K€ KHUIICY-
HUKa. 3aboneBanue 1eOIOTUPYET B TEUCHUE [IEPBOIO I'O/1A KU3HU
1 MaHU(DECTUPYET TSHKEIBIM IMOPaXKEHHEM IIeUeHH, TOYEK, TUITO-
mmkeMuel. CTeneHpb TSHKECTH, BO3pacT Hayajla CHMIITOMATHKH H
MIPOTHO3 3a00JIEBaHUS 3aBUCAT OT THIIA TIINKOTEHO3a.

Onucanue Kaunu4ecko2o ciyyas. Y 1€BOUKHU B 1-€ CyTKHU KU3-
HH BBISIBJICHA TUIIOIIMKEMHUS 110 1,1 MMOJIB/J1, CyJOpOTH, ABIXaTelb-
Hble HapymieHus. COCTOsIHAE CTaOUITU3UPOBAIOCH Ha (HOHE BHY-
TPHUBEHHOTO BBEICHUS IIIOKO3bI. B nampHeiimeM amOynaTopHbie
W3MEpEHUsl yPOBHS IMKEMUH HE TIPOBOAMIINCE.

B Bo3pacre 4 Mec Ha (oHE PUCOCAUHEHHS OCTPOH PECIH-
paTopHOi MHGEKIUN 0TMEYATIOCh YXyALIEHHE COCTOSHUS, B CBS-
34 ¢ 4eM peOeHOK ObUI rOCHUTAIM3UPOBaH. B cTanmonape BbI-
SIBJICHBI AMU30/1bI TUTIOTTHKeMuHU 710 0,5 MMOIB/N, 6€3 KIIUHUYe-
CKUX MPOsIBICHUH. [MIOMHKeMHUsT KYIIHPOBaHA BHYTPUBEHHBIM
BBEJICHHEM DITIOKO3BL. [Ipu ocMOTpe BBIsSIBIeHA remaroMeranus +
3,5 cM u3-noj pebepHoii ayru, crenomeranus + 1,5 cm. B 6no-
XMMHYECKOM aHAJIN3€¢ KPOBU — MPU3HAKH YMEPEHHOTO CHHIPO-
Ma 1roinsa (acnapraramuHoTpancdepasa no 186 EJ/n, ananun-
amuHoTpancgepasa 1o 80,2 EJI/n), runepxonecrepunemus 9,8
MMOJTB/JI, TUIIEPTPUITALEPUAEMHES 10 28,4 MMOITB/J, TIOBBILICHIE
YpPOBHEH JIMIONPOTEUIOB HU3KOM IIOTHOCTH 3,63 MMOJIB/JI, TaKTa-
taiuo3. [Ipu Y3U opranoB OprOIIHOM MOJIOCTH ObLITH BBISBICHBI
renaromeraius, 1uddQys3Hpie N3MEHEHUS TKaHU NEYSHU II0 THILY
¢ubpo3a, HavyaNnbHbIE IPU3HAKK NOPTAIbHON runepreHsuu. [Ipu
V3U nouek — yBenuueHue U AuPy3Hbe H3MEHEHUS MTapEeHXU-
MBI B 00€HUX MMOYKaX. 3aMoI03pEHO HACIECTBEHHOE 3a00IeBaHIe
obmeHa. [Ipu MoNeKyIIpHO-TeHETHIECKOM 00CIIeIOBAaHHHU IO
TBEPK/ICH IIIMKOT€HO3 1a THIa (TOMO3UTOTHBIN MATOTeHHBIH BapH-
anT ¢.247CT rena G6PC1). B Hactosiee Bpemst pedeHOK HaOIto-
JIaeTCsl B yHUBEPCUTETCKON KimHuke. ITomy4aer e4edHyo cMech
Nutrilon [Tenrtu ['actpo xaxkapie 3 yaca, KyKypy3HbIil Kpaxmai 10
20 r B geHb (¢ 100aBIEHUEM B CMECh WIIA IIPUKOPM) IPOOHO TI0
gacam, ypcocaH 15 MI/KT B CyTKH ITOCTOSIHHO. [IpoBoxuTest anc-
MaHCepHOE HAOIIOAEHHE C UCTIONb30BAHIEM CHCTEMBI HEIPEPHIB-
HOTO MOHMUTOpHHTA TTOKO3bI FreeStyle Libre, koHTpons GroXu-
MHYECKHX [OKa3aTesied KPOBH KaxIble 3 Mec.

3aknouenue. TUNOTITUKEMHST HOBOPOXKIEHHBIX JIOJKHA Ha-
CTOPaXXUBATh TEANATPa B IUIAHE TUATHOCTUYECKOTO TOHMCKA Ha-
CJIEICTBEHHBIX 3a00J€BaHMi 0OMEHa /IS CBOEBPEMEHHOMN HX JTU-
AQrHOCTHKH M KOPPEKIIH.

BOJNIE3Hb KABACAKW Y PEBEHKA 15 NET

3a6otunHa K.A.

HayuHbI pykoBoAgUTenNb: KaHA. MeA. Hayk
10.0. KocTnHa

®rAQY BO «[epsbit MockoBCKUIA roCy0apCTBEHHbI
MeanuuHCKUA yHuBepeuteT nmern .M. CeveHoa» MuHsgpasa
Poccum (CeueHoBckuin yHuBepeuTeT), Mockea, Poccust

Knrouesnie criosa: knuHu4eckul criyqal; demu; 6051e3Hb
Kasacaku, aHespu3Mbl KOPOHapPHbLIX apmepuli; duazHocmuka

Axmyanvrocmys. bonesnp KaBacaku — ¢opma naronoruu co-
CYIOB, AJisl KOTOPOH XapaKTepHO NOPaKeHUE apTepUil CPEAHErO
7 MEJIKOTO KaJuOpa, pa3BUTHE IeCTPYKTUBHO-TIPpOIH(epaTuBHO-
TO BaCKyJIMTa, KJIMHUYECKU MPOSBIIAIOLIEECs JUIMTEIBHON JIMXO-
PanKoil, N3AMEHEHHUAMH CIM3UCTHIX 000I04EK, KOXKH, TUMpaTHIe-
CKHX y3i10B. [TopaxkeHne KOpOHapHbIX apTepuit npu 6one3nu Ka-
Bacaky — OCHOBa (hOpMHUpPOBaHUsS HIIEMUUECKOi Oone3Hu cepaua,
9TO ABIISETCS OCHOBHOM IIPHYMHOM HH(apKTa MIOKap/a y IeTel.
CBoeBpeMeHHas IMarHoCTHKA ¥ Ha3HaYe€HHE BHYTPUBEHHOTO UM-
MYHOIIOOYJIMHA U alleTHIICATHIIMIOBON KHCIOTHI 10 7—10-10 IHS
0O0NIe3HN CHIDKAET Ty BEPOATHOCTE 10 3—9%, a PUCK JIeTaIbHBIX
ncxonos ¢ 2% mo 0,1-0,01%.

Onucanue knuHu4eckoeo ciyvas. Mansauk, 15 net, Habmrona-
€TCS B OT/IEJICHHUH C 7 JIeT, KOTJIa BIIEPBBIE IIPH PO IIAKTHICCKOM
MIPOBEACHUN SXOKapANOTPaMMBI OBLIN BBISBIICHBI aHEBPU3MBI KOPO-
HapHBIX apTepuil BIUIOTH 10 TUTAHTCKUX. [Ipy yTouHeHnn aHaMHe-
3a CTaJo U3BECTHO, YTO B Bo3pacte 1,5 jieT y peOEHKa oTMevanach
JMXOpaJika B TeUEHUE 5 Hell, HeO(OPMIIEHHBIH CTYII, IPUILYXJIOCTb
KUCTE! U CTOII, MEJIKOTOUEUHas, a I0TOM IITHUCTAs ChIIlb HaJ Cy-
CTaBaMH, Ha CIIMHE, BHU3Y HMBOTA, B ITOJMbIIIEYHbIX BIIaJINHAX,
BO3HUKJIM BBIPAXKEHHBIE SBIEHHS KOHBIOHKTHBHUTA, OTEK BEK, CTO-
MaTHT, YBEeIUUeHHE IIeHHBIX TMMpaTnueckux y3aoB. Haxoxuics B
MH(GEKIMOHHOM OTIETICHUH C IUarHO30M POTaBUPYCHAsk HHPEKIHS.
B Bospacte 7 neT npu MynsTHCIUPAIbHON KOMIBIOTEPHON TOMOIpa-
(11 KOpOHAPHBIX apTepuil ObLia BHISIBIECHA aHEBPU3MA IIPABOM KO-
ponaphoii aprepun (IIKA), mpuzHakoB Tpom603a HeT. B Bo3pacte
9 net cocTosiHUE GOJIBHOTO CYIIECTBEHHO He M3MeHMI0Ch. [Tomyyan
kapauomMarami 75 mr/cyT. Ilpu rocriuranu3zanuu B Bo3pacte 11 et
OTMEU€Ha MOJI0KUTENbHAs TMHAMUKA, OJJHAKO IIOSIBUJIMCH HOCOBBIE
kpooTeueHus. [Ipu rocnuranusanuy B Bopacte 12 et y 601bHO-
IO BBISBJIECHBI IPU3HAKU KAJILIIUHO3a CTEHKH TMI'AHTCKOM aHEBPU3-
Mbl cpegnero cermenTa ITKA u yyactka TpoM003a, B CBA3H C UEM K
Tepanuu 1o0aBneH Bapdapus 2,5 Mr. B Bo3pacte 15 siet y 6016HO-
ro BhIsiBIIeHa aHeBpu3Ma [TKA 6e3 npusHakoB Tpom6o3a. OTMeueHa
perpeccust aHeBpU3MbI OTHOAIOIIEH apTepryl, yMEHBILIEHHE pa3Me-
poB npokcuManibHOH aHeBpu3Mbl [1KA, nosBneHre NpuCTEHOYHO-
ro TpoM0o3a B aHeBpusMe cpenHero cermenta ITKA. Ipu sxokap-
Jvorpaduy BEISBICHO HEPaBHOMEPHOE YTONIICHHE CTCHOK KOpO-
HapHBIX apTepuil Ha ypOBHE aHEBPHU3M, BO3MOKHO HAJIMYHE CTapOro
MIPUCTEHOYHOTO IJIOCKOTO TPOMOa, BU3YaIU3UPYIOTCS KaTbLIMHATEL.
BHyTpHUIpOCBETHBIX TPOMOOB He 00HApYKeHO. PeOEHOK BhINIMCAH
B YZIOBJIETBOPUTEIILHOM COCTOSHUM JOMOH IO/ HAOMIOIEHHE yJacT-
KOBOTO IIEANATPa U KapHOJIOra, KOTOPLIM B JadbHEHIIeM pecTo-
UT PELIUTb TaKUE BOIIPOCHL, KAK KOHTPOJIb COCTOSIHUSI KOPOHAPHBIX
apTepuii, CBoeBpeMeHHOE OOHApYKEHHE ITIOTEHIHAIBHBIX TPOMOOB,
KOHTPOJIb TEpaIuy U JIp.

3axniouenue. IlpencraBneHHbIN cydail JeMOHCTPUPYET 3Ha-
YUMOCTb CBOEBPEMEHHOM TMarHocTHky Oone3nu KaBacaku Ha pan-
HEM JTarle, 4To o0ecrieuuBacT Ha3HaYeHue HeoOX0UMOi Tepanuy,
Jiefias IPOrHO3 3a001eBaHus OIarONPUSITHBIM.
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PAHHAA AWATHOCTUKA CUHOPOMA MNMPALOEPA-
BUIIIIN Y HOBOPOXXAEHHOIO PEBEHKA

3amatuHa A.M., OransH J1LA.
HayuHbi pykoBoguTens: goueHT A.1O. LLlyTkoBa

®IrBOY BO «[lMprBOMmKCKMn nccnegoBaTenbCKuia
MeauLMHCKUA yHuBepcuTeT» Munsgpasa Poccun,
HwxHuin Hosropog, Poccus

Knrouesnie criosa: demu; cuHOpom lNpadepa—Bunnu;
OQuazHocmuka; oXupeHue; 2urno2oHadu3m; yMcmeeHHasi
omcemanocme

Axmyanvnocms. Cunnpom Ipanepa—Bumm (CIIB) — Ha-
cleZICTBEHHOE 3a00neBaHne, OTHOCAIIEeCs K O0NIe3HIM TeHOMHOTO
UMIIPUHTHHTA, 00yCIIOBIEHHOE Nenenuei cermenTa 15q11.2-q13
Ha 15-if XpoMOCOME OTLIOBCKOTO MPOUCXOKICHUS, MATEPUHCKOM
OZIHOPOAUTENHCKON TUCOMUY MIIM MyTalluel IeHTpa UMIPUHTHH-
ra (red SNRPN), xapakrepusyercst BBIpaXXCHHON MBIIIEUHON TH-
MTOTOHUEH, 3aJepKKOH (PU3NIECKOTO U YMCTBEHHOTO Pa3BHTHS,
THIOTOHAAU3MOM, OXKHMpeHHeM. TpyaHOCTH KOPPEKIUHU Hapylle-
Huii npu CIIB o0ycioBieHa OTCYyTCTBHEM STHONATOICHETHYEC-
CKOTO JICUECHHUSL.

Onucanue xkaunuveckozo caydas. OOCen0BaH MaJbuauK M.,
oT 2-ii bepeMeHHOCTH Ha (pOHE MHOTOBOJHS, KAaHIMIO3HOTO Ba-
ruauTa. Ponpl B cpok, pusnonornveckue. Macca Tena mpH po-
saenun: 2637 1, anuHa Tena 47 oM, olleHKa 1o 1mkaine Anrap 8/8
0ayoB, rUNOTOHUS, runopediekcus. OObEKTUBHO MPH TOCIH-
Tanu3anuy: qudy3Has MbILICYHAS TUIIOTOHUS, YTHETEHHE ped-
JIEKCOB HOBOPOXAEHHBIX, CTUTMBI AU39MOpHOTreHe3a (ToJICThIe
aJIbBEOJISIPHBIE OTPOCTKH, JJIMHHAS LIes, IPOrHATU3M, KPHIITOP-
XH3M, MAKPOIIEHHC, YMEHbIIEHHbIE KHCTH PYK M cTONbI HOT). O0-
LMH aHAJIW3 KPOBH ¥ Mouu Oe3 nmaroioruu. [Ipu Y3U cepaua: or-
KpbITOE OBajibHOE OKHO. [Ipn Y3U opraHoB OprolIHON MOJOCTH:
TUIIOTOHMUS MMOYCUYHOTO CUHYCa CIIpaBa, B3BECb B MOYCBOM I1Y3bI-
pe, Aedopmanus xxemuHoro my3sips. IIpu Y3U momoHku: 1By-
CTOPOHHHUH MaxoBbIil KpunTopxu3M. [Ipu HelipocoHOTrpadun BbI-
SIBICHBI IOCTTUITOKCHYECKHUE N3MEHEHHUS Toj0BHOro Mo3ra. Ilpu
aneKTpo3HIeanorpaduu NarojJoruy He BhisBIeHO. Ha ocHoOBa-
HHUHU 00Ce0BaHNi BBICTaBICH OCHOBHOM AMArHO3: MeprHaTalb-
HO€ T'HIIOKCUYECKU-UIIEMUYECKOE TT0paXKeHHe FOJI0BHOTO MO3ra ¢
CHHJIPOMOM JIBUTaTeJIbHBIX HapylieHni. C y4éToM ocoOeHHOCTEH
(heHOTHIIA IPOBEJECHO KAPHOTUITUPOBAHUE U MOJIEKYJISIPHO-TE€HE-
THYecKoe obcnenoBanue pebéuka. Kapuorun: 46, XY, 9ph: myx-
CKOHM KapHOTHI C BapHaHTOM HOPMaJIbHOTO moiauMopgusma (re-
TEPOXPOMATHHOBBIN y4aCTOK KOPOTKOTO Tuieda 9 XpOMOCOMBI).
BbrlsiBIIeHO 0TCYTCTBHE METHIIMPOBAHHOIO Il IPOMOTOPHOM
obnactu rena SNRPN 15 XpoMOCOMBI OTIIOBCKOTO IIPOUCXOXK]IE-
Hus, yTo cBuzerenscTByer o CIIB.

3axnaouenue. IlpoBenena pannss quaraoctuka CIIB y pe-
0EHKa B TIepuojic HOBOPOXKIEHHOCTH. [IpOrHO3 1St BBI3IOPOB-
JIeHUs y TaleHTa HeOJIaronpusSTHBIM U3-3a OTCYTCTBUS THO-
MaTOreHEeTUYEeCKOro JieueHus. PeOEHKy moka3aHo paHHee Hava-
JI0 peaOUINTALMOHHBIX MEpONpUsATHiA (J1eueOHas GU3KyIbTYypa,
KOHTPOJIb HyTPUTUBHOTO CTaTyca, 3aHATHUS C IeAaroroM-naedex-
tonorom). Heobxoanmo obciieoBanue poauTeNeil — CeKBEHH-
posanue 1o CaHrepy «TpHo» Ui HOATBEPHKACHHSI TPOUCXOKIE-
HUS JaHHOM MyTaIuu.

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

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

®rbOY BO «balukmpckmin rocyqapCTBEHHbI MEANLIMHCKUIA
yHuepcuteT» Munsgpasa Poccun, Yda, Poceuns

Knrowesbie criosa: ocmpbili mTOCMUHGEKUUOHHBIU
aromepynoHegpum; Heghpumudeckuli CUHOpoM;
OCIIOXHeHUsi;, demu

Axmyanvnocms. OCTpbIi TOCTUH(EKIUOHHBINA TIIOMEPYJIO-
Hedput ¢ Heppurnaeckum cuaapomom (OITNUT'H) y nereit moxet
NPUBECTH K PA3BUTHIO YTPOXKAIOLINX JJISI KU3HH OCIIOKHEHHH.

Llenv: onpenenuTh MPOrHOCTHUECKH 3HAYMMBIE MapKephl,
BIIUAIONINE HA TSHKECTh KiIMHU4eckux nposasinenuii OIIUIH y
JIeTeN.

Mamepuanvt u memoowi. KoMiuiekcHo obcienoBansl 79 ne-
teit B Bo3pacrte 2—17 ner ¢ TunnyasiM OITUTH, nposBnsBmmmces
orékamu, aprepuanbHoil runeprensueit (Al'), remarypueit. s
OlIeHKHU KinHM4Yeckux nposieienuit OITUIH GonbHble ObLIH pac-
MpeZieTIeHbI Ha 2 TPYNIIBL: CO cpeaHeTsHkENoi popmoii (n = 39) u
¢ TsokéneiM TedyernneM OITUTH (n = 40). Kpurepuu oueHkH cre-
MIEHH TXKECTHU: BBIPAXKEHHOCTD, JUTUTEILHOCTh OTEYHOTO U MOYe-
BOTO CUHJPOMOB, Al" M HalNW4Ke OCIOKHEHHUI: OCTPOE IMOBPEK/Ie-
uue nouek (OIIII), octpas cepaeunas HemocraroaHocts (OCH),
aHruocnactuueckas sHuedansonarus (AD). B rpynmy KoHTpoIIst
Bouuy 30 nmpakTHYECKH 310pOBBIX Aereit 3—17 ner.

Pesynomamer. Cpenu OONbHBIX TpeoOiiafanu JeBOYKHU
(63,6%). B obeux rpynnax ¢ OITMI'H yvame BcTpeuanucs neTu
B Bo3pacte 7—11 net (43,6 u 47,5% coorBerctBenno). OIIMT'H
B IPyINIIE CO CpemHETDKENON (HOPMOI TPOTEKAN ¢ BBIPAKEHHBIM
HeQPUTHUECKIM CHHAPOMOM: O0TEKH Habmonamuces B 100% ciry-
qaeB, Al B 43,6% cirydaeB Obuta ymepenHoit (130/85-145/90 mm
PT. CT.), Makporematypus ormedanacek y 35 (89,7%) nereii B Te-
yenue 2—5 nueit. [Ipu 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 MOYEBUHBI H Kpe-
aTMHHMHA KPOBHU MPEBBIIIAT TAKOBOHM y AeTel co CpemHEeTsDKENON
¢dopmoit OITNT'H u rpynmnsl kouTposs. Ilpu TsokénoM TeueHUH
OITNT'H npu Y31 nouex (100%) yBenuueHsl pa3Mepsl MOYEK,
UX MapeHxuMa rumnepsxoreHHa. Y 6 (15%) nereii ¢ BbICOKOil ak-
tuBHOCcThIO OIINI'H ocnoxusuics pazsutuem OCH (15%), OITIT
(52,5%), AD (5%). BeusiBneno, uto y mMarepeii nereil ¢ BBICOKOH
aktuBHOCTBIO OIIWI'H 3HaunTenbHO yalie, Mo cpaBHEHHUIO C Ma-
TepsIMU OOJIBHBIX O cpenHeTskenoi Gpopmoii OITNIH, nabmrona-
JIKCh YTpo3a NpepbIBaHuUs BO 2-1 MOJOBHUHE OEPEMEHHOCTH, TeCTO-
3b1 1 Hedporatus 6epemeHHbIX (p < 0,005). B anamuese nereii ¢
BeICOKOH akTuBHOCTHI0 OITMI'H uarie BrISBIsIaCH HENOHOIIECH-
HocTh (p < 0,005). TTpu TspKEnom Teuenun OTTUTH weynosneTBo-
PUTENBHbIC XKIINLIIHO-OBITOBBIE YCIIOBHS U HU3KUH YPOBEHb 00pa-
30BaHHs POAUTENEH BCTPEUAIUCH JOCTOBEPHO Yallle, 4eM Y 00Jb-
HBIX cpegHeTsHKéENoil hopmoit OITUTH.

3axniouenue. Jlerent, 3a6onesmux OITUTH, ponuBimmxcs He-
JIOHOIIIEHHBIMH; UIMEIOLIHX Y MaTepei yrpo3y MpepbIBaHus BO 2-i
MOJIOBHHE OEPEMEHHOCTH, FeCTO3bI M HedpornaTuu B iepuos 6epe-
MEHHOCTH; COLIMAIbHO HEOIaronpusiTHeIe akTopbl, HEOOXOAUMO
BKJIIOUYATh B IPYIIIY BBICOKOTO pucka Tspkénoro Teuenust OITUTH
C pa3BUTHEM OCJIOKHEHHH.
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FEMOPPAIMYECKUA BACKYNUT Y AEBOYKHU
5 IET HA ®OHE OMNOACbBIBAIOLWLEIO JIULLAA

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

OrAQY BO «[MepBbit MOCKOBCKMI roCyAapCTBEHHbIN
MeauLMHCKUA yHuBepceuteT nmenn N.M. CeveHoBa»
MwuH3agpaBa Poccum (CedeHoBckuin yHMBepcuTteT), Mocksa,
Poccus

Knroyeeble cnosa: demu; sempsiHasi ocria; orosicbigarouiull
2epriec; eackynum, duazHocmuka

Axmyanvrocms. 3a001eBaHNE OMOSCHIBAIOLINM IepIIecOM BO3-
HUKaeT TPU SHIAOTEHHOI peakTuBalmu BUpyca Varicella-Zoster,
NO)KU3HEHHO TEPCUCTUPYIOIIETO B IATCHTHOM COCTOSIHUM B TaH-
[JIMSIX HEPBHOM CHUCTEMBI YEJIOBEKA, MepeOOoIeBIICrO BETPSHOM
ocrnoii. Jleru 3abonesator peaxo (5,83 nHa 100 Thic. HaceneHus).
AKTyaJIbHOCTh KIIMHHYECKOTO Cllydasi — PaHHSsS peakTHBALUU
BUpYCa y PEKOHBAJIECLEHTA BETPSHOM OCIBI C pa3BUTHEM FeMOp-
parmyecKoro BaCKyJINTa.

Onucanue knuHu4eckoeo ciyyas. JIeBouka, 5 Jet, ¢ TedeHH-
€M OIOSCHIBAIOILETO reprieca, rocuTalu3upoBaHa Ha 9-e CcyT-
KM 3a00sIeBaHUs B MH(EKIIMOHHOE OTJesieHue. 3a0oena ocTpo
25.02.2024 mocne Bo3BpanieHus ¢ oTasixa B Erumnre, GpeOpriib-
Has Jmxopajxka 10 38°C, mosiBuiIack OOk B JICBOM yXe€, OJJHOKpAT-
HBIN 3MU307] HEOOUIIBHOTO HOCOBOTO KpoBoTeueHus. Ha 3-1i neHb
3a00JIeBaHUs KOHCYJIBTHPOBAaHA JIOP-BPAauyoM, AUarHo3 OTHT, Ha-
3Ha4Y€Ha MECTHas, CUMIITOMaTu4cCKas, aHTI/I6aKTCpI/IaﬂbHaﬂ TC-
pamusi, nojxyyaia Kariy B yIIH KaHIUOUOTHK, OTHITAKC, 3UHHAT.
Ha 4-ii nenp — mipu cOXpaHEHNUH JIMXOPAAKH HOSBUIIUCH AJIEMEH-
TBI 3yJSIIIEN CHIITM HA MTOSCHUYHO-KPECTIIOBOW 00IacTH — TaIy-
n0-Be3uKynbl. Ha 7- 1eHb 00se3HU MOSBUIICS OTEK U OOJIC3HCH-
HOCTb JICBOTO TOJICHOCTOITHOTO CyCTaBa, SKXMMO3 IEepeaHeH 1o-
BEPXHOCTH CTOIIbI, HaYasia MaJAnuTh JIEBYIO HOTY IpH xo/b0e. bbuta
OCMOTpPEHA BpayoM TPaBMaTOJIOrOM, [0 pEHTI€HOrpaMMe I1aToJI0-
ruu He BbLABIEHO. K Bedepy Toro e JiHs mosiBUIach OOJIE3HEH-
HOCTh M OTEK IIPaBOTO TrOJICHOCTOITHOTO cycraBa. Ha 8-if nenp —
reMopparnieckas Chlllb Ha TOJNEHsX, ¢ pacpocTpaHeHueM. Ha
9-i1 neHb — OTEK, OOJIE3HEHHOCTh, SKXMMO3bI B 00J1aCTH JIy4e3a-
MSCTHBIX CYCTaBax 00euX PyK, MeK(aJlaHTOBOTO CyCcTaBa yKa3a-
TEJIBHOTO MaJbla IPaBOH PYKH, TOCIUTAIU3UPOBaHa B OOJIBHUILY.
U3 anHamHe3a U3BECTHO, 4TO Nepedoiena BETPSHON OCHOHN JIETOM
2023 1. B xoze o0cnenoBanus BBISIBICHBI: aHTUCTPENTOMU3UH O
468 EJI/mn, C-peaktuBHsbIit 6enok 35,9 mr/in, ++++ IHK Varicella-
Zoster virus. KOHCYTTHpOBaHa pEeBMATOJIOTOM, AUarHO3: TeMop-
paruyeckuii BacKyJIuT, KOXXHO-CycTaBHasi hopma, OCTpoe Teue-
Hue, akTuBHaA (paza. [lomydana mpoTHBOBHPYCHYIO, TOPMOHAIIb-
HYI0, aHTUKOAryJISIHTHYIO U JIe3arPEraHTHYIO Tepaluio, Ha 3TOM
(boHe oNOKUTENbHAS TMHAMIKA B BUJIE OBICTPOTO KyITUPOBAHHUS
CYCTaBHOTO ¥ KO)KHOTO CHHIPOMOB.

3axnouenue. B 1aHHOM cly4ae MOXKHO IOJIarath, 4To pes-
Kasi [lepeMeHa KIIMMara ¢ akTUBHON MHCOJLUEH, OakTepuaibHas
nHQEKIYs, TPOosSBUBIIAs ce0s OTUTOM, Ha (POHE BEPOSTHOH M-
MYHOCYIPECCHH MOIJIH OBITh pelaroIuMu (hakTOpaMu B pealiu-
3aIMM OTOSCHIBAIOIIETO JINIIAs, Ha POHE KOTOPOTO Pa3BUIICS Te-
MOpparndecKui BaCKyJIHT.

k %k %k

OCOBEHHOCTHU TEMEHUA COVID-19
B HEOHATAIIbHOM NEPUOLE

UeneBa A.M.", PycsieBa B.B."!, KaptoeBa 3.10.2
Hay4Hbi pykoBoguTtens: C.P. KocuHoBa'

'dIBOY BO «TroMeHCKMIN rocyaapCTBEHHbI MEOULIMHCKUIA
yHuBepcuteT» Munsgpasa Poccun, TiomeHb, Poccus;
2IbY3 TO «[MepuHaTanbHbIV LeHTP», TioMeHb, Poccusi

Knrouesnie crioga: demu; HOBOPOXOEHHbIE; HO8as!
KopoHasupycHas uHgekyusi; COVID-19; dbixamernbHble
HapyweHusi

Axmyanvnocms. Ha cerogHsImHuM 1eHb IPUHATO CUUTATh,
YTO MaHAEMHUI0 HOBOM KopoHaBupycHoi nadpekimuu (COVID-19)
YeJIOBEYECTBO MEPEKUIIO0, OTHAKO BOIIPOC O BIMSAHUM JAHHON UH-
(exIMu Ha COCTOSHUE 30POBbsI HOBOPOXKIEHHBIX OCTAETCsl OT-
KPBITBIM.

Lens: onpenenuTs KIMHUYECKHE OCOOCHHOCTH U TCUCHUE
COVID-19 y HOBOpOXXIEHHBIX JIETEH.

Mamepuanvl u memoosi. [TpoBen€H pEeTPOCTICKTUBHBIN aHa-
nu3 BRIMUCHBIX 3nukpu30B 100 neteit, nepenécuux COVID-19 B
HEOHATaIbHOM IIEPUOAE, HAXOAMBIINXCS HA CTALIMOHAPHOM JIeue-
Huu ¢ anpens 2021 r. o mapt 2023 r. Craructudeckas o0paboT-
Ka MPOBOMIIIIACH C MCIONb30BaHueM mporpammel «Excel Microsoft
Office 2010».

Pezynemamut. Tlpeobnamanu TOHOIIEHHbIE HOBOPOXIEHHBIE
(78%), mo moy — Mansauku (65%), OT HOBTOPHOPOAAIINX Ma-
tepeit (59%), pokaéHHbIE ecTeCTBEHHBIM IyTéM (63%). Cpok re-
craruu cocrasun 39,0 + 2,8 [25,3; 41,3] men. C oreHKo# 110 1IKa-
ne Anrap 8 u Gonee 6a110B Ha 1-if MunyTe pogunuck 58% HOBO-
POXKIEHHBIX, K 5-1 MHUHYTE IaHHYIO OLIEHKY umenu 77% nere.
VY 74% mnaneHnes Oblna BhIABICHA (OHOBAS MATOJOTHUS: Liepe-
OpanpHas nmemus (40%), HeoHatanbHast xentyxa (51%), ane-
must (33%). deGrot knmanueckux nposeiaennit COVID-19 y Ho-
BOPOXKIEHHBIX OTMedascs Ha 12-e cyTku xu3Hu. B 37% ciryyaes
3a00JIeBaHme POTEeKaNo B NErkoil popme, B 18% — B cpeHeTs-
xké€nol, B 7% — B TsmKENoit. CpoKH TOCTTUTANHN3AINHA COCTaBUIH
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 cyt (p < 0,001).
B xiuHn4eckoi kapTHHE y OONBIINHCTBA HOBOPOXKAEHHBIX OTMe-
Yaauch Ha30(papuHrut u punopes (73% ciydaes), kamens (14%)
u napunrorpaxent (5%). CyodebpribpHas TeMneparypa Obuia y
27% mnanenues, GpedpuiabHas — y 14%. JlpixaTenbHas HepocTa-
TOYHOCTb UMelach B 27% ciaydaes. [IpucTynsl anmHO? perucTpu-
poBanuch y 7% nereil. [Ipu peHTreHoBCcKOM 00cienoBanuu y 12%
HOBOPOX/IEHHBIX OTMeUaInch JEroyHsle u3meHenus. [Ipumene-
Hue CPAP-Tepanuu nonago6unocs 19 HOBOpOXKIEHHBIM, Yallle
HeoHoImeHHBIM — 68% (n = 13). Ha nckyccTBeHHOM BEHTHIIA-
i nérkux (UBJI) nHaxoqunrck 6 HOBOPOXAEHHBIX, 4 U3 HUX —
HE/IOHOILIEHHBIE.

3axnouenue. COVID-19 y HOBOpOXIEHHBIX AeTel yacTo Ma-
HU(ECTUPYET JUXOPAAKOH, PUHUTOM U IPYTUMH KarapaabHbIMU
CHUMIITOMaMU; 3HAYUTEIbHO PEKE BO3HUKAIOT TaXUIIHO?, TaXu-
KapIusl U TacTPOMHTECTHHAIbHAsA cuMITOMarhka. Ilpumenenue
CPAP-tepanuu u UBJI B G0ONIBIIMHCTBE CiTydaeB MOTpeOOBaIOCh
HE/IOHOIIIEHHBIM HOBOPOKAEHHBIM.

k% ok
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OEBIOT KNIMHUYECKUX NPOSABNEHUNA BONE3HU
BUINNbCOHA-KOHOBAINOBA Y NOAPOCTKOB

Unbuha MN.B.
HayuHbi pykoBoauTenb: poueHT 5.0. MauykatoBa

®IAQY BO «[epBbit MOCKOBCKUI roCyAapCTBEHHbIN
MeauuuHCKuiA yHusepceuteT nmeHn N.M. CeveHosa»
MuH3anpaBa Poccumn (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus

Kriroueebie crioga: knuHuyeckull criyyall; demu; 601e3Hb
BunbcoHa—KoHoeganosa,; duazcHocmuka; MaHugecmauyusi;
8mopuyYHasi Koazyronamusi; 2eMoslumuyeckasi aHemusi

AxmyanverHocms. KilmHUYecKast 3HA4UMOCTh OoJie3HH Buiibco-
Ha-Konosanosa (FBK) B nenuarpudeckoii mpakTHKe onpeaeseT-
Cs1 4aCTOTOI MaHU(ecTalui UMEHHO B JETCKOM U IIOJPOCTKOBOM
Bo3pacte (cpeauuit Bo3pact 13 net). 3aboneBanue ABiseTCs Op-
(aHHBIM, TOTOMY TEAUATPY BaXKHO 3HATH BapUAHTHI €ro 1e0ro-
Ta, 4YTOOBI CBOEBPEMEHHO OIPEICIUTh TAKTHKY JICICHHS U TIPO-
JUINTH KU3Hb MAIIUEHTA.

Onucanue knunuueckozeo ciyyas. B nannoit pabote mpencras-
JIEHB! KIIMHUYECKHUE Cllydau 3 G0oNbHBIX B BozpacTe 16 sieT ¢ BBK
eu€HOYHON U CMeIIaHHO# GopM.

V¥ nanumenra XK. nposienenust 3a001e€BaHNs HAYaIUCh CO CITY-
YaliHON HAXOIKH B aHAJIM3aX KPOBU (TPOMOOIMTOTICHUS U JICUKO-
nienusi). [TomuMo 3TOro y GONBHOTO HAOIHOAAINUCH CHUKECHHE all-
IIeTHUTA, c1ab0CTh, BSIIOCTh, 3aTOPMOXKEHHAs! Pedb U 3aMUPaHUE BO
Bpems enbl. Pe6éHok ObLT 00cienoBaH u pu Y3 opraHoB Opror-
HOU MOJI0CTH OBUTH BBISIBIICHBI CTPYKTYPHbIE H3MEHEHHUS [TapeHXU-
MBI TIeYeHH, IEPUIOPTATBHBIN (propo3. [Ipn odransmMorornaeckoM
ocMoTpe ObUTH BhIsIBIICHBI Koblla Kaiizepa—®uneiimepa. bout BbI-
crasneH auarHo3: BBK, cmemannas ¢popma, ocnokHEHHAST IMPPO-
30M I€YEHH, TIOPTAIbHOM IMIepTEeH3UeH, BAPUKO3HBIM pacIIupe-
HHUEM BEH IUILEBO/A, CHHAPOMOM BTOPHYHOT'O THUIIEPCIUICHU3MA,
TPEXPOCTKOBOM LIUTONEHUEN, BTOPUYHOM Koarynonarueid. Bropas
6onpHas K. mocTymuina B TacTpOIHTEPOIIOTUYECKOE OTACICHUE U3
MH(EKIHOHHOHN OONBHUIIBL, T/I¢ OBUTH BBISBICHBI TU(dy3HBIC N3-
MEHEHHs [IEYEHH, XOJIELIUCTUT, ACLIUT; aHEMHUS, JTEHKOLIUTO3, TPOM-
OOLMTONEHNS, BRIPAXKEHHAS! KOATyJIONAaTHsl, TUNOGUOPUHOIeHEMUSL.
ITpu cOope aHaMHEe3a BBIACHUIOCH, YTO B TEUEHUE MECSILIa OTMEYa-
€TCsl KENTYIIHOCTh KOXKH U CKJIep, ci1adbocTh. Taxoke ObLIN BhISIBIIC-
HbI Kosblia Katizepa—®neiiiepa. J{uarnos: BBK, neuénounast dpop-
Ma, cTaaus (QyIbMHHAHTHOTO renaruta. OCIOKHEHHUS: BTOPHIHAS
KOaryJionarus, ocTpas Ne4éHO4Hast HeJOCTaTOUHOCTb.

Jle6I0T KIMHUYECKUX NPOSBICHUI Y TpeThero namuenTa /.
HayaJICsl C Pe3KOH KENTYIIHOCTH KokU. B nHpexkunonHoi 60ib-
HUILIE BUPYCHbIE TeTIaTUThl ObLIN UCKIIIOYEHBI, BBICTABIICH IHArHO3:
remMoiuTHIeckas aneMus. I1o 1aHHBIM aHaMHE3a MOCIIeIHIE TI0JI-
rozia peOEHKa OECIIOKOST CUMIITOMBI ACTCHUH M TOJIOBHBIC OOJTH.
Huarnos: BBK, neuénounas ¢popma. Ocnoxnenus: Kym6c-Hera-
TUBHAs TEMOJIUTHYECKAsI aHEMUS1, BTOPUYHAS TPOMOOLIMTOTICHUS,
ne4yéHouHas >HIe(aonaTys, OIMOPraHHas HeJOCTaTOYHOCTh. Y
BceX 3 MalMeHTOB W3Ha4aIbHO ObUIN 0OHAPYKEHBI BTOPUYHBIE U3~
MEHEHHS B aHaJIM3aX KPOBH, TAKHE KaK KOAryJIonaTHs, TeMOJIUTH-
yecKast aHeMHUs1, TPEXPOCTKOBAs LIUTONEHUs. Takxke MPUCYTCTBO-
BaJI ACTCHUYECKHH CHHAPOM. IMEHHO 3TO MOCIYXHJIO TOBOIOM
I JaibHeinero oocnenosanus u guarnoctuku bBK. Bee mon-
POCTKH OBUTM HaNpaBJIEHBl HA TPAHCILIAHTALMIO [TEUYSHH.

3axnioyenue. OnMcaHHBIE KIMHUYECKUE CUMITOMBI M U3Me-
HEHHUs1 KPOBH B J1e0I0TE 3a00IeBaHMs O3BOJIST OONErYUTh paH-
Hroro nuarnoctuky bBK y nereii.

k %k k

ATUMUYHbIX FEMOJNTUTUKO-YPEMUYECKUIA
CUHOPOM

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

®rbOY BO «KybaHckuii rocyaapCTBEHHbIN MEANLNHCKUIA
yHuBepcuteT», KpacHoaap, Mockea

Knouesble criosa: KnuHu4deckuli crydad, 0emu; amunu4Hbil
2eMOoIuUMUKO-ypemMudecKkuli CUHOpoOM; 3Kynusymab

Axmyanbnocms. ATHIMYHBIN TEMOJIUTHKO-YPEMHUECKUI CHH-
npom (al'VYC) — penxast popma maTosioriuu, acCOIMUPOBaHHAs C
HEKOHTPOJIUPYEMOH aKTHBaIMel aJbTepHATHBHOTO ITyTH KOMILIE-
MEHTa. YCTaHOBJIEHO, YTO OKOJIO 29% aeTeil TOXOIT 10 TepMH-
HaJIbHOM CTaJuH XPOHUUYECKOH OOJIe3HHU MOYEK WIIH YMUPAET B Te-
YeHHUE rojia ocie ManudecTannu O0oJe3HH.

Onucanue kaunuueckoeo cayyas. B asrycrte 2023 1. y Manb-
4yuKa 4 JIeT, CO CJIOB MaTepH, MOBBICHIIACH TEMIIEpaTypa, NOSBU-
nack OOJIb B )KMBOTE U rOplie, HEOJAHOKpaTHas pBoTa. Mama jedniia
peO&HKa CaMOCTOSTENIbHO CUMIITOMAaTHYECKH. B cBsi3u ¢ yxynre-
HHEM COCTOSIHUSI pPeOEHOK OBUT FOCTITAIM3UPOBaH B HE(PPOIOTH-
gyeckoe oTaeneHne. M3 anaMHe3a )KU3HH BBLIBICHO, YTO OOIBHON
HaOJroaeTcst HePOIOTOM C POXKICHHUS C IMArHO30M: YpEeTeporu-
npone(po3 cipasa. CocTosHUE TAKETOE 32 CYET LIUTONEHUYECKO-
ro CHHIPOMA U CHH/IPOMA ITOYEYHOH HeJ0CTaTOYHOCTH. B 00mem
aHayM3e KpoBH: TpoMbonuroneHust — 86 x 10°/11, sapurponurorie-
aust — 2,8 x 10'%/11, cHmKkeHne reMornoduna 1o 88 /11, yckope-
nue COD 1o 23 Mm/g (4-10 Mm/4). B GHOXUMHUYECKOM aHAJIH3E
KPOBH TNOBBILICHUE YPOBHEH KpearnHuHa 10 131 Mrmone/n (21—
77 MKMOIIB/JT), MoueBUHBI 10 19,9 mmonb/a (1,8-7,5 mmoub/n).
B o0mieM aHanu3e MO4YM HOBBIILIEHHE coAepkaHus Oenka 2,11
r/n. CHHKeHa pacuéTHasi CKOPOCTh KIyOOUKOBOH (pribTpanuu no
IIBapiy mo 39,38 mir/mun/1,73 m? (84,9+123,9 ma/mun/1,73 m?).
[LIP-uccnenoBanne Kajia Ha OCTPBIC KUIIIEUHbIE HH(EKINH, TT0-
CEB KaJla Ha IaTOTeHHYI0 MUKPOOHOTY — OTPHLATEIbHO. AKTHB-
HOCTb MeTasuionporenHassl ADAMTS 13 B mma3me kpoBHu cocTa-
Buia 81% (80—-122%). IToBeiieHne ypoBHsI ayTOQHTUTEN K (ak-
topy H— 2137 AU/mn (menee 1500 AU/mu). Ipu Y3 movek u
MOUEBOTO Iy3bIPsI BBISIBICHBI MPU3HAKU MIPABOCTOPOHHETO ypeTe-
poruapoHedposa, He3HAYNTETbHAS AWIATAIMS JUCTAIBHOTO OT-
Jie1a JIEBOTO MOYETOYHUKA. BBICTaBIeH AMarHo3: aTUIUYHEIH Te-
MOJIMTHKO-YPEMUYECKHI CHHAPOM (MUKpOAHTHOMaTH4ecKas re-
MOJIUTHYECKast aHeMus1, TpombonurorneHus). Heonurypudeckoe
0CTpO€ NOBpEXACHUE MoYeK. PeOEHOK 3a04HO KOHCYJIBTUPOBAH
B ®I'6OY BO MI'MCY um. A.U. Esnokumosa. I1o xu3HEeHHBIM
MOKa3aHUsAM OONIBHOW HYXKJaeTcs B Ha3HAYeHUH KOMIUIEMEHT-HH-
rubupyoouiell Tepanuu 3Kynusymadom. B otnenennu nposeneHo
JICYCHHE: TICPETUBAHNE CBEKE3AMOPOXKEHHON TUIa3MBbl U 3PUTPO-
LIUTApHON Macchl, KOMIJIEMEHT-WHTMOUPYIOIIasi Tepamusi, aHTH-
OakTepHaIbHas Teparws, HapeHTEePaTbHAS TIIIOKOKOPTUKOCTEPO-
uaHas tepanus. OTMedeHa MOJIOKUTENbHAs JHHAMUKA, YITy4dIlie-
HHE COCTOSTHHSI.

3axnrouenue. Teuenue al'Y C ormiindaeTcs HeOIaronpusTHHIM
MPOTHO30M, PUCKOM BHE3AIHBIX OCJIOXHEHHH, MO3TOMY CBOE-
BpEeMEHHasl IMarHOCTUKA JaHHOTO 3a00JIeBaHMs Yy MalMeHTa I10-
3BOJIMIIA TOOUTHCS TIOJIOKUTEIBHOM AMHAMUKY Ha (HOHE JIeUueHHS
npenaparoM IpynIbl KOMITIEMEHT-HHIHOUPYIOINX aHTHTE —
IKYIN3yMaOOM.
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KETONEHHAA OUETA OKA3bIBAET
NPOTUBOIMNUNENTUYECKUNA SODEKT
NOCPEACTBOM MHITMBUPOBAHUA NYTU
NRF2-GPX4 ®EPPOINTO3A

WHrcpen 3an', Cunnen Anr?, Fyanrmunr Cy3,
Nuunr Xanr', Wy Wvanrnuar!

"Meaunatpuyeckoe otaeneHue, Mepeasi GonbHULUA
XapburHCcKOoro MeanLMHCKOro yHnsepcuTeTa, XapouH,
XannyHussaH, 150001, Kutainckas HapogHas Pecny6nuka;
201nenenue LleHTpa akcrneprMeHTarnbHbIX XKUBOTHBbIX,
MepBas 6onbHULA XapOUHCKOro MeaNLIMHCKOTO
yHuBepcuTeTa, XapbuH, XannyHussH, 150001,

Kutaiickas HapoagHas Pecny6nuka;

30OTnenenve nabopaTtopHol anarHocTuku, Mepeas 6onbHMua
XapOurHCKOro MeanLIMHCKOro yH1BepcuTeTa, XapouH,
XannyHussH, 150001, Kutanckas HapogHas Pecnybnvka

Knoyeesle criosa: anunencusi; demu,; kemoaeHHasi duema;
aunnokamri; ¢hepponmo3s

Axmyansrnocme. DNMUIEIICUSI — 3TO NATOJIOIHs TOIOBHOIO MO3-
ra, XapaKkTepH3yIoeecs: CTOAKIMHE SIS THIECKAMH TPUCTYIAMH
1 COOTBETCTBYIOIMMHI HEHPOOHOIOTHIECKUMH, KOTHUTHBHBIMH, CO-
LMAITbHBIMH U TICHXOIOTMYECKIMH MOCIeACTBUAMHU. 3a00eBanue
XapaKTepU3yeTCsl IOCTOSHHBIMY PELUINBUPYIONMMHU IPUCTYIIAMU.
Onuiencys 4acTto UMEET OCI0KHEHMUS, IPUYEM BCEL/Ia JUIUTEbHbIE
U XpOHUUYECKHUE, MALUEHTh] 4aCTO OABEPratOTCs JUCKPHUMHUHALUY
B oOmmecTBe. B pesynbrare snuiencust HAHOCUT CepbE3HBIN yIepo
3JI0pPOBBIO M 00pa3y HM3HHU MAIMEHTOB. B HacTosIIee BpeMs 3a00-
JIEBa€MOCTh dMIJIETNICUEH y JeTel MPOJOoIDKAeT PacTH, TAKKE KaK
cpenu HaceseHus B nesioM. Kerorennas nuera (KJI) nokazaia cBoro
3((HEKTUBHOCTD B JIEUeHUH PePPAKTEPHOI SMMIEICUN U 4acTOTa
e€ npuMeHeHus Ipu 3Toi (opMe snuencun ysenudusaercs. O-
HAKO MeXaHN3MBbI BIusHUS K/ ipy JiedeHnu SIIeIICHH OCTarOTCS
emé HesicHBIMU. JlanbHelIee TOHMMaHKe MaToreHe3a SIIETICUH 1
IpOTHBOAIIMIIENTHYEeCKOro Mexanu3Ma KJI obecrieunt HOBbIE nen
U CTPATeruy NPOQUIAKTUKY U JICYEHUS STIIETICHH.

I]eny: onpenenuTs BIUSHUE KETOTCHHOW TUETHl Ha (Qeppo-
IITO3 FUIIOKAMIIA ¥ aKTUBaLUIo daxropa TpaHckpuniuu (NRF2)
Ha KauHaTHOM Monenw smwrentoreHe3a (KMD).

Mamepuanvt u memoOvl. BiusiHue B-rUIpOKCUMACIISTHON KHC-
notel (B-I'MK) Ha depponTo3 u aktuBHOcTh NRF2 onenuBa-
1M in vitro Ha Mojenax ¢epponro3a HT22, nHayuupoBaHHBIX
DIIyTaMUHOBOI kucnotoil u spactunoM. ML-385 u RSL3 Obinu
UCIIONB30BaHbl Ul IPOBEPKHU KiIroueBol poau mytu NRF2-GPX4
B MHTHOMPOBAaHUH (eppoITo3a KETOTSHHOM THETOH.

Pesynomamer. KJI ocnabnsiia KaMHATHHIY IMPOBAHHYIO ATIH-
JICTICUIO, TIOBBIIIANa akTuBHOCTh NRF2 1 nHrnbuposana gpeppor-
TO3 (CHU)KEHHE aKTUBHBIX ()OPM KHCIOPOJa U MaJIOHOBOTO I1alb-
JIeTU]1a, MOBBIIIEHHE YPOBHS IIyTaTHOHA, aKTUBHOCTU CYIEPOK-
cunaucmyTtasel, SLC7ALL u mrytatuoHnnepokcuiassl 4). In vitro
B-I'MK rakxe unrubupoana gpepponrto3 kietok HT22, kotopeie
MIPOUCXOMIAT U3 IMHUI HEHPOHATBHBIX KJIETOK THIIOKAMIIA, ¥ aK-
tuBupoBaiia NRF2. Jleuenne ¢ NRF2 nunruouropom ML385 unu
GPX4 unruburopom RSL3 ycTpansno ciocoOHOCTS B-rUAPOKCH-
OyTupara HHrHOUPOBaTh (GeppoITO3.

3axnouenue. GepponTo3 B TUIIOKAMIIE SBIISETCS BaXKHBIM
MEXaHHU3MOM pa3BUTHS d1mencud, a myTb NRF2-GPX4 (tmyra-
THOHIIEPOKCHIa3a 4) HHTUOUPYETCs IPH CIIOHTAHHBIX PELHIHBHU-
pyromux npunanakax. K/ okaspiBaeT HeHpOnpoTEeKTOpPHOE U IIPO-
TUBOSNWIENITOTEHHOE AeHCTBHIE MyTEM HHTMOMPOBaHUs (epporl-
T03a HelpoHOB uepe3 myTb NRF2-GPX4.

TPABMbI HAPYXXHbIX MONOBbLIX OPFTAHOB
Y AEBOYEK

Kanamosa A.B., Cutgukosa [J.M.,
MyxamaguspoBa A.P.

Hay4HbI pykoBoguTenb:
npodreccop B.U. MopozoB

drbOY BO «KasaHckuii rocyaapCTBEHHbIN MEANLIMHCKAIA
yHuBepcuteT» MuHsgpasa Poccum, KasaHb, Poccus

Knouesnie criosa: mpasmbi Morio8bIxX opaaHo8; 0e80oYKU;
HapyXXHble 110/108ble OpaaHbl

Axmyanornocms. TpaBMbl y 1eTell cocTaBisitoT 4,7% B LIKOJb-
HoM Bo3pacte u 0,8% ciyyaeB B paHHEM U JIOIIKOJIILHOM HEPHO-
nax. Cpenyt Bcex TpaBM OIHO M3 BeIYIIUX MECT 3aHUMAIOT TPABMbI
Hapy>XHbIX 11oJI0BbIX opraHoB (HIIO) y neBouek, KOTOpbIe 3aHU-
MaroT 3-e MecTo B 001Ieil cTpyKType 3a001eBaeMOCTH MOCIIE pe-
CIIMPATOPHBIX M CEPACYHO-COCYAUCTHIX Oonesneit. TpaBmbr HITO
U IIPOMEKHOCTH IO OTHOILIEHUIO K TpaBMaM JPYTUX JOKaIU3aLui
y nereid MmoryT coctaBiith 3—10%.

Lenv: onpenenuts ocobennoctu TpasM HIIO y nesouek 3a
TociegHue 5 JIeT.

Mamepuansl u memoowi. IIpoBenén ananus 68 ucropuii 60-
JIe3HH JIeBOUEK B Bo3pacTe 2—17 jeT, KoTopble HaXOIMIUCh Ha CTa-
HOHAapHOM JieueHuu ¢ noBpexaeHusimu HI1O.

Pesynomamui. B crpykrype tpaBm HIIO y neBouek B BO3-
pacte 3—11 net (70%) npeobnananu MeXaHUYECKHE TTOBPEKIC-
Hus (95%) B pesynbraTe OBITOBOTO M YIWYHOIO TpaBMaTH3Ma.
Tpasmel HITO nety nmosmywanu B pe3ynpTare MajeHus Ha TyIIble U
OCTpBIE NPEIMETHI.

V¥ 40% neBouek B Bo3pacTe 3—8 JET yallle BIABIINCH pa3-
priBEI TpoMmexxHocTH I-II ctenenu, y 30% auarHocTUpOBaIUCh
reMaToOMbl OOJIBIINX U MaJbIX MOJOBBIX I'y0, y 30% — ccanu-
HBI BYJIbBBI. Y MAallEHTOB CTapLIEro BO3pPAcTa NPEeUMYIeCTBEH-
HO BBISBIISUIMCH U30JIMPOBAHHbIE TPABMBL. Y JI€BOYEK B BO3pACTe
8—17 ner yacTo onpeneNsINCh TeMaTOMbI OOJBITUX ¥ MAJIBIX T10-
70BBIX T'y0 (50% citydaeB), pa3pbiBbl mpoMeskHoCcTH [-11 crenenn
(28%), pa3pbIB MaibIX MOJOBBIX TY0 (6%). Y 16% GoabHBIX ObI-
JIM BBISIBJICHBI cCaJuHBI U KpoBonoaTéku B obmactu HITO. B -
*KENbIX cimydasx TpasmupoBanus HITO nabmionanocs coueranue
3TUX BUJOB noBpexaeHui. [Ipu neuernnu Tpasm HITO oneparus-
HOE BMEIIATeIbCTBO ObIIO BEITOMHEHO B 80% CIllydaes, B OCTallb-
HBIX CiIy4asx NMPOBOAMIIachk KOHCepBaTuBHas Tepanus. [Ipu sTom
JUIMTENLHOCTh TOCIUTANIM3AINN HE MpeBbilana nepuon 1—4 cyT.
OcIo)XHEHUH HE OTMEUYEHO.

3axniouenue. YCTaHOBJICHO yBEJIHMUEHHE YMCIa OOpaIieHui
neteit ¢ tpaBMamu HITO B cranmonap 3a nocnennue 5 et. Tpas-
Mmbl HITO y neBouek B Bo3pacte 2—8 JIET SBISIOTCS B OOJBIINH-
CTBE CIIy4yaeB coueTaHHOM maronoruei. IloaTomy Takux maru-
C€HTOK HOJDKHBI OCMAaTPUBATh HE TOJIbKO 'MHEKOJIOIH, HO U [CT-
CKHE XUPYPTH.
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YNIbTPA3BYKOBAS 3NTACTOMPA®USA KAK METO[,
MOHWUTOPUHIA HEUPONATUWU Y OETEN
C CAXAPHbIM OAUABETOM 1-ro TUMA

KauaHoB [.A., TpucdoHoBa E.U.

HayuHble pykoBogutenu: goueHT M.B. Kowmenesa,
npodreccop KO.I. Camonnosa, goueHTt C.B. ®DomuHa

®Ire0Y BO «Cunbupckuin rocyaapCTBEHHbIN MEANLMHCKANA
yHuBepcuteT» MuHsgpasa Poccuu, Tomck, Poccus

Knrouesnie criosa: caxapHbili duabem 1-20 muna;
Auabemuyeckasi nonuHeliponamus; yibmpa3seykoeasi
anacmoepadpusi; demu

Axmyanvnocmu. IlpeBeHTUBHAS IEPCOHU(UIIUPOBAHHAS [T~
arHOCTHKa MOJIMHEHponaTuy y fereii ¢ caxapHeiM auadeTom 1-ro
tuna (C/{1) sBisieTcst oMHOM U3 aKTyalbHBIX 33124 SHAOKPHHOIIO-
rud. CIoXXHBIE MEXaHU3MbI ()OPMHUPOBAHUS ANAOSTHIECKOH T0-
nuneiponaruu (AITH) oOycinoBnuBaroT HEOOXOAMMOCTh TOUCKA
BBICOKOYYBCTBUTEIBHOTO U HEMHBAa3UBHOTO METO/1a MOHUTOPHH-
ra [ITTH y nereii. Ynerpa3sBykoBas snacrorpadus (YD) 3aHuMa-
eT JUIUPYIOIIYE TTO3UIIUN B BU3yaJIbHON OIlEHKe nepudepuye-
CKUX HEpPBOB, MIO3BOJISAS KOJIMUECTBEHHO U3MEPHUTD UX JKECTKOCTD
u cTpykTypHble n3menenus npu CJ[1. McnonszoBanne Y3 oTKpHI-
BaeT HOBbIE BO3MOXKHOCTH aHaJIN3a MOP(OIOTHIECKUX H3MEHE-
HUI nepuepuyecKux HEPBOB, YTO MOXKET MPUMEHSTHCS B Kaye-
CTBE METOJa MOHUTOPUHTA.

L]enw: onpenenuTs BO3MOXXHOCTH UCIONB30BaHUA YO B IH-
HaMHY€CKOM HaOIOIeHNH U3MEHEHUH epr(epuuecKiX HEpBOB
y nereit c CI1.

Mamepuansl u memoowl. KommnekcHo o0cnenoBansl 213 ne-
Tei B Bozpacte 7—18 net ¢ CJI1, u3 Hux 54 pebénka cocraBUIn
rpynity KoHTpousi. Bcem narnuentam 06110 BoinoiaHeHo Y3U nepu-
(hepuuecKuX HEPBOB HI)KHUX KOHEUHOCTEH (CelaNnIIHoro, 60Ib-
11e6ep11oBOro, Mano0epIiOBOro) ¢ UCTIONb30BaHNEM B-pexunma, pe-
JKMMa dracTorpaduu CABUTOBON BOJHEIL.

Pesynomamei. CpaBHEHUE JaHHBIX Y HCCIETYyEeMbIX TPy
0ONIBHBIX BRIIBIIIO NOBbIMEeHUE skECTKOCTH (RI) Beex ykazaHHBIX
BBIIIIE KPYITHBIX HEPBOB IPH YBEIMUEHHUH IUIOLIA/IU UX ITOTIepey-
Horo ceueHus (IIIIC), 3Haunmoe yBeanueHue KECTKOCTU ObI-
JI0 3apETUCTPUPOBAHO NPH aHAIN3E CEAANUINHBIX U Mato0epIio-
BbIX HepBOB (p < 0,05) y 6onbubIx ¢ CJI1. [Tony4eHHbIe naHHBIC
MO3BOJIMIIM ONPENeTUTh KOd(GHULIUECHT yIbTPa3ByKOBOM OLEHKH
cocrostaus nepugepuyeckoro Hepsa (YIIH) xak cooTHomeHue
VIIH = RUIIIC, xapakTepu3yolmui MophoaoruuecKkie U3MeHe-
Hus nepudepuueckux HepBoB y aereit ¢ CII1. BoraBieHo orcyT-
CTBHE 3HAYUMBIX pasinuunid ko3p¢urmenta YITH B rpynmax ne-
TeH pa3IMIHBIX BO3PACTOB M 3apErUCTPUPOBAHEI 00JIEe BHICOKHUE
3nadeHust YITH uccnenyembix HepBoB y 6osibHbIX C/I1.

3axnouenue. C y4€TOM CIOXKHOCTEH OJJHOMOMEHTHOW HH-
tepnpertanuu [IIC u RI HepBoB, ucnonb3oBanue ko3¢ buLueHTa
VIIH 3HauuTeNnbHO YHIPOCTUT OLIEHKY U3MEHEHUH nepudepuye-
CKUX HepBOB y OonbHbIX aeteii ¢ CJ[1. Ilepudepuueckne HepBbI
y HUX XapaKTepH3yloTcs 0oee BHICOKUMHU 3HAYEHHSAMH JKECTKO-
cTH, BKItouas kodpduuuent YITH. OtcyTcTBHEe BIUSHUS BO3pac-
Ta Ha YIIH oTkphIBaeT HOBbIE BO3MOKHOCTH €TO UCIOIb30BAHUS
B KJIMHUYECKOI MIPAKTHKE, B CBSI3H C YEM YIIBTPAa3ByKOBas 31aCTO-
rpadus SBISETCS MEPCHEKTHBHBIM METOJIOM MOHUTOPUHTA H3Me-
HEeHUIi nepudepuueckux HepBoB y aerei npu CI1.

& ok ok

COYETAHHbIE NOPOKU MOYEBbIAENUTENBHOW
CUCTEMbI Y NALUMEHTOB C AHOPEKTAJIbHbIMU
MAJTIb®OPMALIUAMU

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

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

'®IAOY BO «[epBbiti MockoBCkuiA rocyAapCTBEHHbIN
MeauLMHCKUA yHuBepeuteT nmenn .M. CeveHosa»
Mwun3agpasa Poccum (CeveHoBckui yHuBepcuteT), Mocksa,
Poccus;

2060ocobreHHoe CTPYKTypHOE noapasaeneHue HayyHo-
nccneaoBaTenbCKuiA KNMHUYECKUMIA MHCTUTYT NeguaTpum

N OETCKON XMPYPrn MMEHN akagemmnka

FO.E. Benbtuwesa ®rAQY BO «Poccuiickuini HaumMoHanbHbIn
nccneaoBaTenbCkuii MEAULMHCKUA YHUBEPCUTET UMEHN
H.N. Muporoea» MuHaapasa Poccumn, Mocksa, Poccus

Kntouesbie criosa: aHopekmasbHble ManbghopMmayuu;
ypoduHamuka; demu

Axmyanvrocmy. [10pokH pa3BUTHS MOYEBBIICTUTEIHHON CH-
crembl (MBC) wacto BCcTpeyaroTcs pH aHOPEKTAIBHBIX Mallb-
dopmanusax (APM) u npuBoaAT K JOPMUPOBAHHUIO M MEPCUCTEH-
IUH MUKPOOHO-BOCIIAJIMTENIBHOTO MPOIIECCa B MOUEBBIX MYTSX,
YBEJINYMBAs MOBPEKIACHUE NOYEUHON MapeHxuMsbl. [ onpene-
JICHUS AMHAMUKH Pa3BUTUH ITPOIPECCUPYIOIIETO MTOPAKEHUS 110~
4ek y manueHToB ¢ APM HeoOXomuM aHaii3 3HAYHMBIX (aKTo-
POB uX (HOPMHUPOBAHHS.

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

Mamepuanvt u memoosi. IIpoBe€H peTPOCIIEKTUBHBII aHa-
3 300 6onbHEIX ¢ APM, HaxoauBIIMXCS Ha KJIMHHYECKUX Oa-
3ax Kagenpbl IeTCKOH XUPYPTHH M yPOJIOTUU-aHAPOIOTHH UM.
JLIT. Anexcanaposa ¢ 2016 mo 2023 r. [TanueHTh! OBUTH CTPYIIIH-
poBaHbI cornacHo KprukeHOeKCKoit kiaccu(puKauu aHOPEKTalb-
HBIX TTOpoKOB (2005). Ananuzuposanu Gpopmel APM, Hanuuue co-
yeranHoH naronorun MBC, HeliporeHHOH JUC()YHKIMH MOYEBOTO
MY3bIPsl, CIHHAIBHBIX aHOMAJUI, XPOHUYECKOTO MHENIOHe(PpUTa
(XII), 3HaUeHHE HOCUTEIHCTBA KUIIEYHBIX CTOM.

Pesynomamui. OCHOBHAsI KIMHHYECKasl TPYIIa BKIOUYA-
7a GOJBHBIX C MPOMEXHOCTHBIM CBUIIOM — 75 (25%) manu-
€HTOB, PEKTOypeTpanbHbIM cBULIOM — 45 (15%), BecTubynsp-
HbIM cBUIIoM — 57 (19%), kmoakoit — 23 (7,6%), 6e3 cBuma —
58 (19,3%), ananpHBIM cTeHO30M — 7 (2,3%), «IPUKPBITHIM»
HerrepdoprupoBaHHbIM aHycoM — 2 (0,6%). Penkue dpopmbl ObI-
JIM TIPEACTABIICHBI TAKUMH ITOPOKAMH, KaK PEKTaJIbHBIH MEIIOK —
1 (0,3%) ciryuaii, creHo3 psamMoi kuiku 4 (1,3%), BaruHaIbHbIH
cui 15 (5%), BesuxansHblil cBull 8 (2,6%), yaBoeHHE NPsIMOH
kumiku 3 (1%), H-o6pa3usiii ceuin 2 (0,6%). Beisaeiaeno npeo6-
JagaHue CBUIIEBBIX GopM y 219 (75,2%) OOMBHBIX, U3 HUX PEK-
TOoyporesuTanbHble coycthst — y 151 (50,3%) manuenTa. Coue-
tanHas naroiorust MBC 6suta y 108 (36%) O0onpHBIX, Yarie npH
BesukanbHoM — Y 7 (87,5%) u yperpansHom — y 28 (62,2%) cBu-
max, ki1oaxke —y 14 (60,8%). Bue 3aBucumoctu ot ¢popmsr APM
B cTpykType naronoruu MBC npeobnaganu o6cTpyKTUBHBIE YPO-
MaTHH: TTy3bIPHO-MOYETOUYHHUKOBBIN peduokc —y 29 (26,8%) na-
[IUEHTOB, THAPOoHEePPo3 — y 26 (24%). XII Ha poHe maronoruu
MBC 6511 y 68 (85%) O0NBHBIX, 6€3 COMYTCTBYIOMIEH MATOIOTHH
MBC — y 12 (15%). Heiiporennsle HapymeHUs] MOYEHCITyCKa-
HUS BeTpevanuch y 64 (21,3%) nanueHTos, yaiie npHu KIIoake —
y 13 (56,5%), Be3uxanbaoMm — y 4 (50%), BaruHanbHOM — y 5
(31,2%) u yperpansHom — y 13 (28,8%) cumax. CruHanbHbIE
aHOMAJIMU JUAarHOCTUpPOBaHbl y 65 (21,6%) manuenTos, npeoo-
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najany arese3us konunka —y 27 (41,5%) u runonsasus Kpect-
na —y 14 (21,5%). Ha sTane HocuTenbcTBa KUIIEYHOW CTOMBI
XII u Hexynupyemasi JedKouutypus obut y 22 (52,3%) uenosexk.

3axnouenue. Ilaronorun MBC y nereii yaiie oOHapy»KuBa-
FOTCS C BE3UKAJIbHBIM M YPETPaIbHBIM CBUILAMH, KJI0akoi. Heii-
poreHHasi TUCYHKIHMS MOYEBOTO IIy3bIpsl BCTPEYAETCs IIPH STHX
xe hopmax APM, a Taxoke BArHHAaJIBHOM M YPETPaJIbHOM CBHUILAX.
Baxno, uro UMBII auaraoctupoBana npu APM 6e3 cBuiieit y
13 (18,3%) nmauueHToB. JTO OnpenenseT HeoOXOAUMOCTb KOM-
IUIeKCHOTO 00cnenoBanus 00abHBIX ¢ APM ans uaeHTuQUKaum
coyeTraHHbIX TOpokoB MBC u HeliporeHHbIX HapylLIeHUH, pa3pa-
GOTKHM METOJI0B AMarHocTuky u npopunaxkriuky UMBII u xponu-
4ecKoi 0OJIe3HH TOYEK.

BONE3Hb KPOHA, JEBIOTUPOBABLLUASA
C BHEKMLLEYHbIX NPOABNEHUN

Kumyuanse B.B., Kumyuanse B.B.

HayuHble pykoBogutenu: goueHT A.B.
MonsaHckaa A.B., noueHT C.H. YebObIlieBa

PIAQY BO «[Mepsbin MocKoBCKMI rocyaapCTBEHHbIN
MeaULMHCKUIA yHuBepcuTeT nmenn .M. CeyeHoBa»
MwuH3gpaBa Poccum (CeueHoBcknii yHuBepeuTeT), Mockea,
Poccusa

Knouesbie criosa: knuHu4eckul cryyval; demu; 6051€3Hb
KpoHa; sHekuwe4Hble nposienieHus; cakpouneum;
Adanumymab

Axmyanbnocms. B HacTosiliee BpeMsi OTMEYaeTcs yBeIude-
HHUE YacTOThI 32a00J1€Ba€MOCTH BOCIIAIUTENILHBIMH 3a00JIeBaHNU-
mu kumednuka (B3K) B nerckom Bospacre. bonesns Kpona o6ma-
JlaeT noNMuMop(hU3MOM KIIMHUYECKOW KapTHHBI, KOTOPBI 3HAYH-
TENBHO 3aTPYyIHSAET €€ TUarHOCTHKY B CIydae aTHIIMYHOTO Hadasia
Y TEUCHHUS.

Onucanue knuHuvecko2o ciyyas. Y nauuenra B., 17 ner, B
mae 2019 1. nosiBUIIMCH 00U B TOSCHUYHO-KPECTIIOBOM OT/IEIIE MO~
3BOHOYHHKA, KOJIEHHBIX U TOJICHOCTOMHBIX CycTaBax. B ceHTs0pe
2019 r. Ha poHe ycunuBarouxcs 0osel B CriuHe, Ta300eApCHHBIX,
TOJICHOCTOIHBIX CyCTaBaX, yTPeHHEH CKOBAaHHOCTH, OBUTH BBISB-
JIeHBI TPOTH(EepaTUBHBIC H3MEHEHUS B JIEBOM TPYJHHO-KIIOUNY-
HOM COYJICHEHHH, IKCCYIaTUBHO-TIPOJI(epaTuBHbIE N3MEHEHHUS B
KOJICHHBIX CyCTaBax, OOJIE3HEHHOCTD IpH JBIKEHUSIX B Taz00e-
JIPEHHBIX cycTaBaX. Mapkepbl apTpUTOTeHHbIX HH(pekimid, HLA
B27 ne BoisiBnensl. B nanpHeiinem B 2019-2021 . oOpamiana Ha
ce0s1 BHUMaHKe cToliKkas maboparopHas aktuBHOCTh (COD 1843
mm/4, CPB 12,5-33,9 mr/im). C auarHo3oM: IOBEHWIBHBIH WIMO-
naruueckuit aprput (FOMA), omuroapTpur, nonyyan HECTEPOUI-
HBIE IPOTHBOBOCHANUTENbHBIE Tpenapatsl (HITBIT), cynedacana-
3uH 1500 mr/cyTku 6e3 sddexra. B 2021 r. mo faHHBIM MarHUT-
HO-pe3oHaHcHOH ToMorpaduu (MPT) ObuT BBISIBIICH CAKPOUIICHT,
Ha3HaueH MeToTpekcar 15 mr/Henemto, 6e3 apdexra. Coxpans-
JIaCh UHTEHCHBHOCTH OOJIEBOTO CHHPOMA, IPU3HAKH XPOHUYECKON
WHTOKCHKALIUH, JJaOOpaTOpHasi aKTHBHOCTh, MAJIBYMK MoXyzes. B
CBSI3U C 3TUM, HECMOTPS Ha OTCYTCTBHUE KaJI00 U SIBHBIX CHMIITO-
MOB CO CTOPOHBI KeITyIOTHO-KUIIETHOTO TPaKTa, B staBape 2022
I. ObUTa TPOBEIeHA KOJIOHOCKOIIHS C JIECCHUYHOM OHOTICHEH, BBISB-
JieHbl aThl B TOJB3/IOIIHON KHIlIKe. Bepudunuposana 0one3Hb
KpoHa ¢ BHEKHIIIEYHBIMU MPOSIBICHUSMHU B BHJIE CEPOHETraTUB-
HOW CIIOHAMJIOAPTPONATHH (FOBEHUJIBHBIN CIIOHANIOAPTPHUT), JIeT-
kas popma (PCDALI 11 6annoB). Hasnauen mecanasus 3,0 /CyT.
B utone 2023 1. ”HUIIMUPOBAHO JIEUeHUE ATATMMyMa0OM TI0 CXe-

me 160-80-40 mr 1 pa3 B 2 Henenu. B Hosi6pe 2023 1. mpu obce-
JIOBaHMM OTMEUEHa 3HAUUTEJbHAs MOJI0KUTENIbHASL AUHAMUKA. 3a
MOJIro/ia MaluueHT nonpasuics Ha 10 Kkr, xanob Ha 00U B cycTa-
BaX, JKUBOTE, U3MCHEHHI CTyJa He Obuto. BocnanurenbHbie U3-
MEHEHHS B aHaJIM3aX KPOBH OTCYTCTBOBaJH, rpu Y3W coxpans-
JIMCh TIPU3HAKK CTPYKTYPHBIX U3MEHEHUI CTEHOK KUILIKY B 00Ia-
CTH WJICOLIEKAIBHOTO YIJIa.

3axmouenue. JIleMOHCTpAIMs KITMHIYECKOTO CITydasi oOparaer
BHUMaHHE NEIMaTPOB, PEBMATOJIOI0B HAa BOZMOKHOCTb HETUITHY-
Horo kiuHn4eckoro teuenust B3K y nereii. Pannee nazHaueHue
SH/IOCKOIIMYECKOH MAarHOCTUKHU MIPU YIIOPHOM TEUEHHH CyCTaB-
HOTO CHHJIpOMa MOBBICHT BEPOSTHOCTh CBOEBPEMEHHOH IOCTa-
HOBKH JquarHosa 6onesnu Kpona.
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CMHAPOM HAPYLWWEHUA UHTENNEKTYANIbHOIO
PA3BUTUSA C QUCMOPOUEN NIULA U MTO30M

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

®IBOY BO «[MpnBomKcknin nccnegosaTenbCKuia
MeOuUMHCKUI yHnBepcuteT» MuHagpasa Poccuu,
HwxHuin Hoeropog, Poccus

Knroyesbie criosa: knuHuYeckul cryqal; CUHOpOM
HapyweHuUs1 UHmesisiekmyarbHO20 pasgumusi

¢ ucMopguaMU fluya U Nmo3oM; 8pOXO0EHHbIE MOPOKU
passumusi; cmuemMb! 0U33MbpuUOceHe3a

Axmyanonocmy. CUHIPOM HapylIEeHUs MHTENIEKTYallb-
HOTO pa3BHUTHA ¢ aucMmopoueit aumna u nro3oM (Intellectual
developmental disorder with dysmorphic facies and ptosis,
IDDDFP) — penkoe HaclieICTBEHHOE ayTOCOMHO-JI0OMUHAHTHOE
3abosieBaHue, CBI3aHHOE C MyTaleld B rene BRPF1 Ha 3 Xpomo-
come B Jokyce 3p25.3 (OMIM 617333) u nposiBistoLieecs CHU-
JKEHHEM MHTEJICKTa, AUCMOPPUAMH JuIIa (THIIEPTETIOPHU3M, MT03),
MTOPOKaMH Pa3BHUTHS TOJIOBHOTO Mo3ra. B mupe omucanst 39 ciy-
4aeB 3a00J1eBaHuS.

Onucanue kaunudecrkozo ciyyas. B JIeTcKyro TOpOACKYTO KIIH-
HU4ecKy1o 0onpuuny I. Hivkaero HoBropoaa mocTymmn Maasauk
5 Mec ¢ xano0amu Ha 3aJIepKKy (PU3UUECKOTO U TICHXOMOTOPHOTO
pasBurus. bpak 6nuszkoponcTBeHHslil. Pe6&Hok ot 3-i Gepemen-
HOCTH Ha (oHEe yrpo3bl BeIKHbIIA B 20 Hel, ManoBoaus, (eto-
IUTalleHTapHO# HenocTatouHOCTH. B I TprMecTpe npu ynbTpas-
BYKOBOM HCCJIEIOBaHHH ILTOJa — BBICOKHMI pHCK cuHIpoMa Jlay-
Ha, B 30 Hes — BeHTpHUKYJIOMeranus. buoxnuMudeckuii CKpUHUHT,
HEWHBAa3UBHBIN NIpeHaTalbHbIN TecT 6e3 maronoruu. Pons: B 37
HeJl B TA30BOM IpEJIeKaHUH, Macca Teia npu poxkaenun 1300 1
JUTMHA Tela 35 ¢M, OKPY)KHOCTB TOJIOBBI 27 CM, OKPYKHOCTb TPY-
I 24 cM, OLIeHKa TI0 miKayie Anrap 7/8 6asioB, MbIIICYHAS THITO-
ToHnwusi, runopeduekcus. OObEKTHBHO B BO3pacTe 5 Mec Macca Te-
na pebenka 3810 r (1 uentunbablid uaTepBan (L), poct 50 cm (1
1111), oxpyxHOCTH ronoBsl 33 cM (1 LI1), okpyxKHOCTB Ipynu 36 cM
(1 Q). MoaxoxxHbIH )XUPOBOH €10 pactpenesiéH HepaBHOMEP-
HO, OOJIbIIIe BBIpaXKEeH Ha O&Mpax, 0TMeYaeTCs TYTOMOIBHKHOCTD B
KPYIHBIX cycTaBaX. MHOKECTBEHHBIE CTUTMBI JIH39MOpPHOTeHE3a:
MUKpoOpaxuiedanys, IUPoKas CIIMHKA HOCa, 3aKPYIIEHHBIA KOH-
YHK HOCA, CKOIIEHHBIN JI00 1 3aThIIOK, KOPOTKasl LIesi, HU3KOIoca-
JKEHHbIE MaJIeHbKUE 1e()OPMUPOBAHHBIE YIIIN, KOPOTKUH GUIBTD,
MUKDPOTCHHSI, KOPOTKHAE KOHEYHOCTH, OpaXuAaKTHUIINs, KOHYCO-
BUJIHBIC TIAJBIIBI, MAJICHEKUE, YTOMIIEHHBIE CTOIBI, MUKPOTICHUS,
KPHUIITOPXU3M. B HEBPOJIOTHUECKOM CTaTyce THIOANHAMUS, Clia-
0ast peakuys Ha 3BYK, 32 IPEIMETOM HE CIIEAUT, TOJIOBY HE yaep-
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JKMBAEeT, He TYJINT, He nepeBopaunBaercs. [Ipu KT ronossr: aud-
(y3Has nelKoMaIsIHsl, KpaHHOCHHOCTO3, areHe3HsI MO30JIHCTOTO
TeJla, NaXUTupus, BEHTpUKyJIoMeranus, MonekynspHo-reHeTuye-
CKoe 00cIeI0BaHNE BBISIBUIIO NTATOTEHHBIN BAPUAHT HYKJICOTUIHON
rocnenoBareabHOCTU B reHe BRPFI (Chr3:97450064>C ¢.2921-
24>C) B reTepO3UroTHOM COCTOSIHUH, XapakrepHsbiii 1t IDDDFP.

3nauumocms. Iporunos npu IDDDFP y manuenra Hebiaro-
TIPUSTHBIN B CBSI3U C BEICOKHM PHCKOM TSDKETON YMCTBEHHOH OT-
cranoctu. Pogutensm nmoka3zano cekBeHupoBanue 1no CaHrepy
METOAOM «TPHO» IJI1 YTOUYHCHHUS XapaKTepa HaCJICAOBaHUSA MY-
Tanuu y peoéHka.
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PAHHUN OEBIOT U TAXKENOE 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 «[epBbit MockoBCKUiA roCyAapCTBEHHBIN
MeauuUHCKuiA yHusepceuteT nmeHn N.M. CeveHoBa»
MuH3anpaBa Poccumn (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus;

20lAY «HaumnoHanbHbI MeguLUUHCKMIA uccnenoBaTenbCKUi
LleHTp 340poBba aeten» Munagpasa Poccun, MockBa,
Poccus

Knouesblie criosa: knuHu4eckul criyqau;
aymoeocrnanumernbHoe 3abonesaHue; TRAPS-cuHOpom;
OuaeHocmuka; rnepeuYHbIt uMmMyHodeguyum; mepanus

Axmyanvrocme. Ileprogudeckuii CHHAPOM, aCCOLIMUPOBAH-
HBIH ¢ perienTopoM ¢akropa Hekposa omyxonu (TRAPS), opdan-
Hoe 3a00JIeBaHNe, KOTOPOE CIIOKHO JUATHOCTUPOBATh U3-3a MO-
3aUYHOCTH KJIMHUYECKONU KapTHHBI.

Onucanue knunudeckoeo cayyas. Ilanmentka A., 1 rog 9 mec.
VY pebénka ¢ 2 Mec 3ajiepiKka MOTOPHOTO Pa3BUTHS PETYIISIPHO Tie-
PEHOCUT MH(DEKIIMOHHbIE 3a00JeBaHuUs: KUIIEUHbIE, BUPYCHBIE,
opoapuHreanbHbId KaHau103. [leproaniyeckn — 3MU30/bl JH-
xopajku 10 38°C B COUETaHHUHU C CHIIbIO 110 TUITY KPAIUBHULIBL,
CyCTaBHBIM CUHJPOMOM (OTEK, 60JIb, OTpaHHYEHHE IOABUKHOCTH
KOJICHHBIX, TOJICHOCTOITHBIX CYCTaBOB), THUMdaneHonarue. [Ipu
KOMIIBIOTEPHOH TOMOTpaduy OPraHOB IPYIHON KIETKH: HHTEP-
CTUIMAIbHBIE U3MEHEHHS 110 THUILy MaTOBOTO CTEKJIa 3aJHHUX OT-
Jes0B 000uX NErkux. IIpy MarHNTHO-pe30HaHCHOI ToMorpaduu
TOJIOBHOTO MO3ra: NEPUBEHTPUKYIISIPHBIE TIINO3HBIE U3MEHEHUS,
THUIOIIIA3Hs KaylaJIbHBIX OTJIENIOB YE€PBS MO3KEUKA C YMEPEHHBIM
pacIIMpeHneM JJMKBOPHOTO MPOCTPAaHCTBA, aCCHMETPUYHAs BEH-
TpuKynomeranus. JJaHHBIX 3a reMoOnacTo3 HeT. Tepanus TIIoKo-
KopTuKocTepounamu 6e3 adekra. [Ipu MOTHOIK3OMHOM CEKBE-
HUPOBAHUM BBISBICHBI [€TEPO3UTOTHBIE MyTaluu B rene SHOC?2
(HyHnano-nofo0OHbI# cuHApoM), B reHe TLR3 (ummyHozaeduur,
tu 83). I'ocnuranusuposana B HMULI 310poBbs gereil. B o0mem
" GHoxumHueckoM aHanm3ax kpou: COD — 40 Mm/4, ypoBeHb
C-peakTtuBHOro Oenka — 78 mr/in. UMMyHOGEHOTHITHPOBAHHE
JTUMQOIMTOB: CHIXKEHHE OTHOCUTEIFHOTO M a0COIIOTHOTO YHCa
NK-knerok. IIpu MPT cycraBoB: CHHOBHT IJIEYEBBIX, TOKTEBBIX,
Ta300€IPEHHBIX, KOJIEHHBIX CYCTaBOB, MEJIKUX CyCTaBOB CTOIL.
YMmepeHHas ciuieHoMeranus. BocnanuTenbHble 3a00/1€BaHus KU-
[IeYHHKa UCKITI0YeHBL. [10 TaHHBIM MOJIEKYJISIPHO-TEHETHYECKOTO
00CTeIOBaHuUS BBISBICH BAPHAHT HEONPEAEIEHHOTO 3HAYCHUS B
rene TNFRSF1A (¢.362G>A het). [lnarno3: AyToBOCHaINTENb-

Hoe 3aboseBanne — TRAPS-cunapom. [lepBuunbiii IMMYyHOIE-
¢uuut HeyTOUHEHHBIH. C 1eNbI0 NPeJOTBPAIeHHUS IPOTPECCHPO-
BaHUsI OCHOBHOTO 3a00JI€BaHM IPUHATO pelIeHne 00 HHUINALUH
tepanuu off-label uarnéutopom akropa HeKpo3a OIMyXOIH-0L —
a1aTMMyMaOoM U CeJIEKTHBHBIM UIMMYHO/IETIPECCAHTOM — WHTHU-
outopom JAK-krHa3 — TOGAMTHHIOOM, C 3aMECTUTEIHHON 11e-
JIBEO — €KEMECSIHO KypChl BHYTPUBEHHOTO UMMYHOIJIOOYJIMHA.
Ha ¢one Tepanuu cocTosiHUE C MTOIOKUTEILHON TUHAMUKOM: KY-
IIMPOBAHbI CHCTEMHBIE IPOSABICHHS, OCTPOBOCIIAIUTEIBHBIC H3Me-
HEHHUS B CyCTaBaX, HOPMAIU30BAINCH Ja0OpaTOPHbIE MOKA3ATEIH.

3axnrouenue. Knuaudeckuil ciyyail 1eMOHCTPUPYET NpH-
Mep arpeccuBHOTO edroTa U Tedenust TRAPS-cunnpoma Ha do-
HE MePBUYHOTO UIMMYHOAE(HUINTA y peOEHKa paHHEro Bo3pacra,
YTO BBI3BAJIO TPYJHOCTU B AWArHOCTHKE U MOAOOPE HMMYHOIE-
IIPECCUBHOI TE€palMu B CBSI3H C BEICOKMM PHUCKOM Pa3BUTHS WH-
(heKIMOHHBIX OCIIOKHECHHH.

TPUEHTUH KAK BTOPAA NIMHUA TEPAINUUN
Y PEBEHKA C BOJIE3HbIO BUITbCOHA
N HENEPEHOCUMOCTbIO A-NEHULUUNNAMUHA

Komaposa A.Ll."

HayuHbIn pykoBoauTenb:
npodcpeccop A.C. Notanos'?

TOrAY «HauuoHanbHbI MeaULUMHCKUI nccneaoBaTenbCKUi
LeHTp 3gopoBbsa aeten» MuHsapasa Poccun, Mockea,
Poccus;

20IrAQY BO «[epBblii MockoOBCKUIA rOCyOapCTBEHHbIN
MeauLUUHCKUA yHuBepceuteT nmenn N.M. CeyeHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepcuTeT), Mockaa,
Poccus

Krrouesble criosa: knuHudyeckul crydad; demu; 60ne3Hb
Bunbcora; [J-neHuyuninamuH; mpueHmuH

Axmyanvnocmo. TepaneBTHYSCKUE TOAXOIBI TIPU OOIEC3HH
Bunscona (bB) ocHOBaHBI Ha BOCCTaHOBIICHHH 0ajlaHCa MEXIY
MIOCTYTUICHHEM MU U ee dKcKperyed. OCHOBHBIM JICYEHHEM CUH-
TaeTcs Ha3HaueHue J[-MeHNnIIIaMIHa, HEIePEHOCUMOCTh KOTO-
poro o0ycnoBIuBaeT HEOOXOAUMOCTh MHANBHUYAILHOTO OAO0-
pa Oe3omacHoi U 3¢ PEKTUBHOM Tepanuu C LENbIO0 YIy4IlleHHs Te-
YEeHUsI U POTHO32 3a00JICBaHUSL.

Onucanue knuHuyeckozo caydas. Mansauk M. 6oieH ¢ 6 ner,
KOTZIa BIEPBbIE IIPH 00CIIeJOBAHMUH T10 TIOBOLY HOCOBBIX KPOBOTE-
YeHHI B ONOXUMHU KPOBH OBLJIO BHISIBIECHO MOBBIIIEHHE YPOBHEH
AJIT — 185 El/n u ACT — 123 EJI/1, B nanbHeiieM He CHU-
JKaroIMXCs Ha (JOHE 6-MECSUHOU Tepanuu ypCcoIe30KCHXO0IeBOM
kucnotoi. [Ipn noodcnenoBaHuy OBUTH YCTaHOBJICHBI: YMEHBIIIC-
HHUE B KPOBH YpOBHEH 1iepynomiazmMuna (16 Mr/mi), moBbIICHHE
IKCKpPEIUH MeIu ¢ Moot (404 MKI/iT), TOMO3UTOTHASI MyTaIUsl B
rene ATP7B u ycraHoBieH quarso3 6ose3Hs Bunbcona. Havara
tepanus [-neHunminamMuHoM B 1o3e 500 mMr/cyTku, Ha oHE KO-
TOpPOW OTMEYaJIUCh TOUIHOTA, PBOTA, OOJH B KUBOTE, (eOpHIIb-
Hasl JIMXOPaJKa U mpemnapar Obut oTMeHeH. [Ipu YMEHBIICHUH J10-
361 JI-meHumuIaMuHa 10 250 Mr/cyT OBUTO OTMEUEHO CHIDKEHHE
Al no 60/40 MM pT. CT., JIMXOpAJKa, CIa00CTh U TOJIOBOKPYKE-
Hue, [IpoBenena cMeHa Tepanuu Ha CONM ITMHKA. B cBsA3M ¢ co-
XpaHEHUEM BOJIHOOOpa3HOU naboparopHoil aktuBHOCTH (AJIT
468-144 El/n; ACT 19660 EJ1/n, menp B Mmoue 152 Mkr/cyT) Ha
(oHe 5-nmeTHero nprema UHKa, O0JIBHOM B Bo3pacTte 12 seT mo-
crynwi B HMULL 300poBes AeTeld. YUUThIBasE MUHUMAJIbHBIN 1IU-
tonu3 (AJIT — 94 EJl/n, ACT — 58 EJI/1), ypoBeHb MeIH B MO-
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4ye — 56 MKI/CyT, Tepanus UHKOM CyJIb(paToM ObliIa MpOoaoInKe-
Ha. [Ipu oOcnenoBanuu yepe3 6 Mec., IPUHUMAsT BO BHUMaHHE
HapacTaHue ypoBHei Tpancamunas (AJIT — 235 EJl/n, ACT —
112 EJI/n) u menu B Mmove (251 MKr/cyT), HenepeHocumMocTb Jl-re-
HUILIUIAMIHA, peOSHKY ObUT Ha3HAYEH TPHEHTHH C MOCTECTICHHBIM
yBenm4deHueM 103bl 10 20 mr/kr/cyTku. Uepe3 3 Mec. OT Hayana
npueMa mpernapara OTMeueHa OTYETIIMBAs [TOIOKHUTENbHAS THHA-
MuKa B Buje cHbkeHus nuronusa (AJIT — 54 EJl/n, ACT — 30
EJI/n) u ypoBHS Me/iu 10 LIENEBBIX 3HaYeHM — 163 MKI/CyT, Tak-
ke He ObUI0 3a()MKCUPOBAHO AJUIEPTHUECKUX PEaKkIUi U HapyIle-
HUsl 0OMEHa eJie3a, YTO CBUETENILCTBYET O 0€30I1aCHOCTH U -
(DEeKTUBHOCTH JICUCHHS.

3axnouenue. 1lunka cynpdar kak mpenapar BTOpOW JTHHUU
Masio3(pPEKTHBEH Y CUMIITOMATHYECKUX OOJNBHBIX M TPeOyeT TIlia-
TEJILHOTO BpayeOHOTO MOHUTOPHHTI'A, B CBSI3H C UeM IPH HeTepe-
HOCHMOCTH J[-IIeHUIMIIIaMIHA B KaY€CTBE CIEAYIOIICH CTyIIeHH
TEepaIiy MOKa3aHo Ha3HAYCHUE TPUCHTUHA, KOTOPBIA MOXKHO CUH-
Tarh 6e30macHo 1 3G (HEKTUBHOM anbTepHATHBON J[-TIeHHIMILIA-
MUHY, B TOM YHCIIE Y JeTEeH.
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MOP®O®YHKLUUNOHAIIbHAA HE3PEJNOCTb
rONOBHOI0 MO3rA HEQOHOLLEHHbIX AETEN:
B3AMMOCBA3b MEXAOY TAXECTbIO
NMOPAXEHUA U NMEPUHATAINbHLIMA
OAKTOPAMU PUCKA

Kongpartenko E.[1."
HayuHbih pykoBoguTenb: npodceccop O.H. Oerrapen?

'®rAQY BO «[MepBbit MOCKOBCKMI rocyaapCTBEHHbIN
MeOVUUHCKUIA YyHuBepcuTeT nmenn N.M. CeyeHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepcuTeT), Mockea,
Poccus;

2pIBY «HaumoHanbHbI MEeAULVHCKUIA uccneaoBaTenbCKUi
LeHTpP aKyLlepcTBa, TMHEKONOrMm 1 NepuHaTonorum MMeHu
akagemuka B.WU. Kynakosa» MuHsgpasa Poccun, Mocksa,
Poccus

Krnitouesbie crioga: 2r1y60k0 HEOOHOWEHHbIE

Oemu; 8HymMpuxesyO04Ko8bIe KPOBOUSTUSIHUS;
rnepuseHMpUKynspHas netkomansayus;, CmpyKmypHble
ropaKeHus1 20/108HO20 MO32a

Axmyanvrocms. MopdodyHKIMOHAIEHAS HE3PETIOCTh TOJIOB-
Horo mMo3sra (I'M) HeZOHOUIEHHBIX JeTel, POAUBLIMXCA C OYECHb
Huzkoit (OHMT — 10001499 r) u sxkcrpemansHo HU3KOM (DH-
MT — 500-999 1) maccoit Tena, co3MaT MPEANOCHUIKH KaK K Te-
MOpparudeckuM, TaK 1 K umemudeckuM nopaxenusm LHHC. Tu-
IUYHBIMH CTPYKTYPHBIMH NoBpexaeHusiMu ['M niry6oko HeoHO-
LICHHBIX JIETEH SIBIISIOTCS BHYTPHIKEIYIOYKOBBIE KPOBOU3IIHUSHHS
(BXK) u nepuBeHTpHKyIApHble Netikomansuuu (IIBJT).

Llenv: ompeneneHne 4acTOThl U TSDKECTH CTPYKTYPHBIX IT0-
Bpexxaennit [' M, BeusiBnsieMbIx y HoBopoxaEHHEIX ¢ OHMT u DH-
MT; oleHKa nepuHaTaIbHBIX (PAKTOPOB PHCKA U XapaKTEPHUCTH-
Ka PaHHUX HEBPOJIOTHUECKUX HapyIIEHUH ¢ y4ETOM recTalloH-
Horo Bo3pacra (I'B).

Mamepuanvt u memoovl. B peTpoCIEKTUBHOE KOTOPTHOE
HccuenoBanre BKItodeHs! 366 nmerelt, ponuBmuxcs ¢ OHMT u
OHMT Ha cpoke OepeMeHHOCTH < 34 Hell U HAaXOIUBIIMXCS HA BbI-
Xa)KMBaHUH B iepuHaTaibHoM neHTpe B 2019-2022 rr. B 3aBucu-
MocTu oT I'B Bce marueHTsl ObUIN paszesieHbl Ha 3 rpynmsl: 1-s
(n=159)—240/7-27 6/7 ven; 2-s1 (n =210) — 28 0/7-31 6/7 nHen;
3-1(n=97)— 32 0/7-33 6/7 nen.

Pezynomamur. Tlpu HelfipocoHOTpaduu CTPYKTYpHBIE Hapy-
mennst ['M BesiBnenst y 109 (29,7%) HeZOHOUIEHHBIX AeTel, IpH
stoM BXKK — y 87 (24%), 25 u3 xotopbix umenu npusHaku [1BJI.
W3omuposannas I1BJI BesiBnena y 22 nereit. Takum o6paszom, I1BJI
JMarHocTUpoBaHbl B 13% ciydaes. Bce HEOHOIIEHHBIE JIETU CO
CTPYKTYPHBIMH HapymeHusMUA ['M ObUIH KTacCH(PHUIUPOBAHBI:
A — BXK-1-BXK-2 — manueHTsl ¢ yMEpEHHBIM MOPaKECHH-
em LIHC (7,6%); B — BXK-3 — ¢ Tspxénpv nopaxennem LTHC
(9,3%); C — neru c [IBJI, B Tom unciie Ha pone BXKK, ¢ kpaii-
He TsokénbiM nopakerrneM LUTHC (12,8%). ConocraBnenue nerei
0e3 CTpYKTYpHBIX nopaxkeHuiit ['M ¢ 1eTbMu U3 KaX 101 Ioarpyn-
TIbI BBISIBUIIO 3HAYMMBbIE Pasinyusl B OLIEHKE Amrap M Macchl Te-
na pu pokaeHuu. CyniecTBeHHbIe paziamans o ['B 6butn yera-
HOBIIeHBI MexXay Tpymnmnamu B, C u kortponem. [lopaxenns LTHC
kareropuu C npeobnananu y nereii ['B < 28 nen. Cnenyer orme-
THUTb, YTO CYJOPOXHBIN CHHIIPOM BCTPEUaJICs Yalle B IPyIIIe Jie-
Tell ¢ yMepeHHbIMU CTPYKTYpHbIMU nopaxkeHusimu LTHC, a mape-
3l — y JeTeil ¢ kpaiiHe TshxénbiMu nopaxkenusmu [THC.

3aknrouenue. 3HATUMBIMHU TIpEIpACIONaraloIuMu (GaKkTopa-
MH Pa3BUTHS TSOKENBIX U KpaliHe THKENBIX mopaxennit M y He-
JIOHOIIIEHHBIX JieTell sBistoTces Manblii I'B, Hu3kas macca Tena mpu
POXXICHUM U HU3Kas OLEHKa 10 1kaje Anrap. PaHHue HEBpoo-
TMYECKHE HapylleHHs y [TyOOKO HEJOHOLIEHHbIX AeTell Hecle-
OU(QUIHBI ¥ 3aBUCAT OT TsDKeCTH mopakenus LIHC.

BPOXOEHHAS LUTOMEIANIOBUPYCHAS
WHOEKUUA

KoHonnésa B.B.

HayuHbI pykoBoguUTenNb: KaHA. MeA. Hayk
A.10. LLimenéBa

®IrB0Y BO «AcTpaxaHCKui rocyaapCTBEHHbIN MEANLMHCKUA
yHuBepcuteT» MunHsgpasa Poccun, ActpaxaHb, Poccusi

Knroyesnie criosa: KnuHUYCKUU criyyal; 8pox0EHHas
yumomezanosupycHasi UHghekyus; duazHoCmukKa;
cybKnuHUYeckas gpopma

Axmyanvenocme. BpoxxaeHHas TUTOMETaJIOBUPYCHast HHpEK-
nust (BIIMB) — 310 nH(pekInoHHOE 3a001eBaHNE U3 IPYIIIIBI Tep-
TIECBUPYCOB, KOTOPOE pa3BUBAETCs BCIIEACTBUE aHTEHATAJIbHOM
nepenady Bo30OyIuTeNs OT MaTepy K miony. Yactora BcTpedaemo-
ctu Bapbupyercs ot 0,5 110 2,5% 0T Beex RKUBOPOXKICHHBIX AeTeil.
Knunnueckas xapruna BIIMB Hecnenu¢uuHa, y HOBOPOXKAEH-
HBIX IIPe00IIalatoT: XKeATyXa, HU3Kas Macca Tella IpU POXKICHUY,
renarToCIIeHOMET alisl, MEHHHTOSHIE(DaTNT, KUCTHI U KalbIH(H-
KaTbl B TOJIOBHOM Mo3re. [ToaTomy mpu cyOkmMHIYECKUX Gopmax
BIIMB 3HaunMbIM AMarHOCTHYECKUM IPHU3HAKOM ITEPCHCTUPOBA-
HUS BUpYca SABISIETCS TECTUPOBAHUE METOIOM IIOJIMMEPa3HOM Liell-
Holl peakuuu (IILIP) may moceB BUPYCHBIX KyNbTYp U3 OUOIOTH-
YECKUX XKUAKOCTEH HOBOPOXKIEHHOIO.

Onucanue xnunuueckoeo cayuas. Ilamuent K. ponuncs ot 4-it
OepeMeHHOCTH, 4-X CPOUHBIX POJIOB, Ha CPOKE recraiuu 39 Hex, ¢
Maccoii Tena npu poxkaeHun 3590 1, anuHoM Tena 53 ¢M 1 OIeHKOH
no mkane Anrap 8/8 6amios. [IpeHaranbHo y peO&Hka Oblia 3a-
nojo3peHa BHyTpuyTpoOHas nndexuus (BYHN) mnoxna. IIpu ocmo-
TpPe B OT/AEJIECHUY [1aTOJIOTUHY HOBOPOXKIECHHBIX Y HEJJOHOILICHHBIX
JeTell BBISBICHBI: [MAHO3 KOXHBIX IIOKPOBOB, CaTyparys KpoBU
SpO2 93%, cnuzucToe oTnenseMoe Mpy CaHalluy HOCO-POTOITIOT-
ku. Ha BonocucToii yacTu rosoBbl, KoXe JIMLA, IPyAd, CIIMHBL, B
IIEHHBIX CKJIaKaX, 32 yIIaMU UMEIOTCS TOMUMOP(HBIE IEMEHTBI,
YaCTUYHO BCKPBIBIIUECS, YACTUYHO C MYTHBIM cofep:kuMbIM. Ha
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JIMLE TIeTeXHaNbHast ChIIlb, CIIU3HCTAs pTa OJIeTHO-PO30Basl, CIIeT-
Ka «eHuTY. Tarke Habmoganacr HeBpOIOrHIecKass CHMITOMATH-
Ka (CHW)KEHHUE JIBUTaTEIbHON aKTUBHOCTH, BHIPOKEHHBIH TpeMOp
1o100pOAIKa, KOHEUHOCTEH, TuIepecTe3us, TunopedIeKcus, CHI-
JKEHHE MBIIIEYHOro ToHyca). Ha 11 cyTKH >KHU3HU BBISBJICHO TO-
BBIIIIEHHE TEMITepaTyphl Tena 10 GpeOpmibHbIX 1udp. Hanee npu-
COEIMHMITUCH sIBJIeHHs adTo3HOTO cToMaruTa. Ha 15-e cyTku ObI-
JIO OTMEYEHO MOSIBJICHUE CYI0POT B BUJIE MUTaHUS JIEBOTO IJ1a3a,
TOHUYECKUX CYAOPOT B JIEBOH PyKE, TOHUYECKOTO HAIPSKEHUS C
BBITSATMBAaHHEM TyNOBHIIA. [IpoBeneHa roMOanbHast MyHKIHS, C
riomoupto [P B ukBope Obu1a BhLsiBieHa JJHK nntomeranosu-
pyca, IOBBIIIIEHHBIA YPOBEHb O€JIKa 1 IUICOLUTO3. AHAIU3bI KPO-
BU TOBOPHWIIM O TEKYIIEM BOCIAJIHUTEIHHOM Iporecce (JIeHKOIH-
T03 ¢ HelTpoduiesom, Beicokuii CPB). Ipu HelipocoHorpaduu
ObLIM OnpeeeHb! IPU3HAKH BEHTPUKYJIOMETJINH, BHY TPHIKEIY-
noukoBoe kposousnusuue (BXKK) 2 crenenu cnpasa. Y4uTbiBas
BOCIIAJIMUTENILHBIE H3MEHEHH B JINKBOPE, FeMOrpaMMe 1 HapacTa-
HUe ruapouedanuu, ObUTO IOKa3aHO HAJIOKEHUE HAPY)KHOTO BEH-
TPUKYIISIPHOTO APEHaXKa MPaBOro OOKOBOTO xenmynouka. Ha ¢pone
MIPOBEICHHSI IPOTUBOBUPYCHOMN Tepanuy MpernapaTaMu raHIuKIo-
BUP U BAJITAaHLMKJIOBHP B JIMKBOPE HE ObIO 0OHAPYKEHO [IUTOME-
raJlOBUPYCHOM MH(DEKIHY.

3axnrouenue. Ins a¢pdexTuBHOrO 06cIen0BaHNs HOBOPO-
JKJEHHBIX ¢ nono3peHueM Ha BIIMB nomkna npoBonutees [T1IP
nuarHocthka Ha Beiginenue /IHK muromeranosupyca B mo6om
OHMOJIOTHUECKOM MaTepHale Uik oOHapykeHue antuten Kk [IMB,
TaK KaK BO3MOXHbIE cyOKnnHu4Yeckue Gpopmbl BpoxaéHHo [[MB
HE UCKJIIOYAIOT OTJANEHHBIX MOCIEICTBUM B BUJE: ICUXOMOTOP-
HOW ¥ yMCTBEHHOM 3a/I€PKKU, HEUPOCEHCOPHOU TYTOyXOCTH, Ha-
pyuenuii 3peHus. HoBopoxxa€HHbBIE 1€TH ¢ MOJO3PEHUsIMU Ha
BYU TpebyroT TIaTenbHOro 00CIeIOBaHUS ISl CBOEBPEMEHHO-
TO Hayajla Tepanuy U yBeJIUYCHHUs IIAHCOB Ha 30POBYIO KU3Hb.

AHANN3 NOTPEBJNIEHNA AHTUMUKPOBHbLIX
NMPEMNAPATOB HA ®OHE NAHOEMUK COVID-19
Y OETEN

KoHypkuHa H.C., TemupxaHoBa T.T., ®uceHko E.1O.

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

OIrbOY BO «KpacHospckuii rocyaapCTBEHHbIN MEAULIMHCKAIA
YHMBEpPCUTET MMeHU npodeccopa B.P. BonHo-AceHeLKoro»
MwuHsgpaBa Poccun, KpacHosipck, Poccusi

Kritoueabie crioga: demu; aHMUMUKPOBHbIE npenapamal;
aHmubakmepuarnbHas meparusi; ghapmMakoanuéemMuonoaus;
COVID-19

AxmyansHocms. beictpoe pacripoctpaneHne SARS-CoV-2,
4acTOTa Pa3BUTUS OCIOXKHEHUI NPUBEIU K PE3KOMY YBEITMUEHUIO
UCIIONIb30BAHUS aHTUMUKPOOHBIX mpenaparoB (AMII) Bo Bpems
maagemun COVID-19. Baxxayro ponb B iporiecce KOHTPOIISI MC-
nonb3oBanust AMIT urparot papmMakosmiIeMHOIOTHIECKHIE HCCTIe-
nosanus. Hecmotps Ha To uto metonosnoruss ATC/DDD seisiercs
30JI0THIM CTaHAAPTOM IIPU AaHAIN3E NOTPEOIECHNS JIEKapPCTBEHHBIX
CPEICTB, BEICOKAs BapuabeIbHOCTh JO3UPOBOK MPENapaToB y Jie-
TeH NPUBOJUT K HEBO3MOXHOCTH KOPPEKTHOM OLIEHKHU OTpediie-
aus AMII B mequarpum.

Lenwv: onpenenuts Biusaue nangemuun COVID-19 Ha ypo-
BeHb notpebnenus AMII y nereit.

Mamepuanvr u memoosi. IIpoBen€H ananu3 noTpeOIeHus
AMII B ABYX neMaTprUyeCKUX MyJIbMOHOJIOTHYECKUX OTAEIICHHU-

SIX MHOTOTIPO(MIIBHBIX CTAIIMOHAPOB C HCIOJIb30BAaHUEM JIETCKOM
metonosorun ATC/DDD u yu€Tom BO3pacTHO# CTPYKTYpHI MPO-
JICYEHHBIX OOJBHBIX. AHATM3UPYEMBIH IIEPHUOA OXBATHIBAJ T'OZ 10
nanaemun COVID-19 (2019 ) u 3 rona camoii nannemuu (2020—
2022 rr.). PacuéTrsl mpoBOIMIIN € HCITOIB30BAHHEM KAJIBKYIIATOPA
AMRCalc (www.antibiotic.ru). FIToroBsie pe3yabsrarsl ObLIH HO-
Jy4eHBl B 2 BapHaHTax pacuéra — I10 AETCKOH M CTaHAapTHOM
METOIOJIOTHH.

Peszynomamer. HecMoTps Ha 00LIYHO TEHICHIMIO TOKa3aTeNel,
[IPY CPaBHEHHUHU PE3YNITATOB, MOJIYYSHHBIX MTPU pacuére Mo CTaH-
JIApTHOI U NeAUaTPUUECKOM CHUCTEME, PA3HULA MEX]TY YPOBHEM I10-
tpebnenns AMII nocturana 6onee 40%: B 2020 . — ypoBeHb 1O-
TpeONeHus 1o cTaHAapTHOH MeToonorud — 86,7 DDD/100 k/n1, o
nerckoit — 121,49 DDD/100 x/n (6onbiie Ha 40,1%); B 2022 . —
o craHgapTHoit metonoiorun — 88,34 DDD/100 k/n, no xpert-
ckoii — 133,46 DDD/100 /1 (6osbiie Ha 51,1%). OOumii 0056-
&M notpebneHus aHTUOaKTepUaIbHBIX IIPENapaToB Bepoc ¢ 71,65
DDD/100 x/x B 2019 r. 10 121,49 DDD/100 &/ 8 2020 . Ha ¢o-
He Havana nmangemun COVID-19 B 2020 1. mo cpaBHEHHIO C TO-
JIOM paHee 3HaYUTEIbHO YBENUYWICsS 00BEM MOTpeOIeHus Ma-
kposuoB — ¢ 29,48 DDD/100 /n no 55,06 DDD/100 x/n (B 1,8
pasza), nedanocnopusos — ¢ 8,61 DDD/100 k/x no 14,83 DDD/100
k/n (B 1,7 pa3a), nernumiuinaoB — ¢ 23,25 DDD/100 x/n no
33,47 DDD/100 &/ (B 1,4 paza).

3axntouenue. Torpedbnenne AMII B mequaTpuvecKux myiib-
MOHOJIOTHYECKHX OTAEIECHHUAX MHOTOIPO(MUIBHEIX CTAllHOHAPOB
Ha ¢pone nangemun COVID-19 ypenuumnocs B 1,7 paza. Haubo-
Jiee 3HAUUTENILHO BBIPOC 00BEM MOTpeOIIeHUs] MAaKPOJIUIOB, 11e-
(haroCcnopvHOB M NEHUIMIUIMHOB. Vcronb30BaHue reanarpuye-
cxoit Momudukanun ATC/DDD MeTono1oruy Ho3BosAeT MOIyIHTh
TOYHOE IMPEACTaBIeHHE 00 HCTHHHOM MOTPEOIEHIH CUCTEMHBIX
AMII y nereii.

OE®ULNT LMHKA Y HEQOHOLLUEHHOIO PEBEHKA

KoHumHa H.A."

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

'®rAOY BO «[epBbii MoCKOBCKUIA rocyAapCTBEHHbIN
MeauUUHCKUA yHuBepceuteT nmenn N.M. CeveHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepcuTeT), Mockaa,
Poccus;

20I'bBY «HaumoHanbHbIN MEeAULIMHCKUIA UCCNEeaoBaTenbCKuin
LIEHTP aKyLlepCcTBa, TMHEKONOrMN U NEPUHATONOMMN UMEHN
akagemuka B.W. Kynakosa» MuHsgpasa Poccun, Mocksa,
Poccus

Kniouesbie criosa: knuHu4eckull cydati; HeOOHOWEHHbIE
demu; decbuyum YuHKa; napeHmeparsbHoe numaHue

Axmyanernocms. HeloHOLIEHHBIE IETH YacTO HYXIAIOTCS B
Ha3HAYCHUH NAPEHTEPAILHOTO MMUTAHNS Ha [UTUTENBHBIA CPOK, YTO
sABysieTcs. PakTOpOM pHCKa pa3BUTHA Ae(DULIUTA IIMHKA.

Onucanue knunuueckozo ciyyas. Mansauk, ot 1-ii 6epeMeHHo-
cTH, 1-X IpexIeBpeMEHHBIX ONEpaTUBHBIX POIOB Ha cpoke 31 Hex.
Macca tena npu poxxaeauu 980 1, anuHa tena 32 cm. C poxaeHus
HaXOMMJICS Ha MOJHOM MapeHTePaTbHOM UTAHUH B CBS3U C BO3HHU-
KaBIIVMH HAPYLICHUSMHU CO CTOPOHBI XKEMYA0THO-KHUILIETHOTO TPAK-
Ta: HEKPOTHYECKUM SHTEPOKOIUTOM, KEITyAOYHbIM KPOBOTEUEHHEM
U IUCKHMHE3HeH xKelyl0uHO-KuleyHoro Tpakra. Ha 40-e cyTku xus3-
HY OTMEYEHO NOSBICHUE U3MEHEHHUH Ha KOXe B BUJIE BE3UKYI O0JIb-
[IMX pa3MepoB Ha CTOMAX U pyKaX, 3pO3UBHBIX OYAroB ¢ reMoppa-
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THYECKHMH KOPKaMH Ha JIMILIE, TPEUMYIIECTBEHHO I10 Kparo Ty0, 1
B IEpUAHANILHOM 00nacTu. Y peOEHKa TakKe HaOMIoNaoCh CHIKE-
HHeE [OKa3aTenel akTUBHOCTH LIENIOYHOM (Gocdarassl B IMHAMUKE:
455,277,136 EJl/n Ha 4, 41 u 46-¢ CyTKH KU3HU COOTBETCTBEHHO.
[Ipu noobcnenoBaHNM BBISIBICHO CHIDKEHHE YPOBHS LINHKA B KPOBH
10 4,5 MkMoue/1. Hagato mocTeneHHoe HapanyBaHue 00beMa dH-
tepanpHoro nuranus. C 49-x cyTOK KU3HU B TApEHTEPaIbHOE TTH-
TaHUe 100aBJICH KOMIUIEKC MUKPOYJIEMEHTOB, BKITIOUAIOIINH IIMHK
(«Annamens H» B no3uposke 0,1 ma/kr/cyt). C 53-X CyTOK KU3HA
peOEHOK Havan Mojy4arh NMepopajbHbId Npenapar HUHKA B 103H-
poBke 2 Mr/cyT. MecTHO Ha 00acTh 3po3uii mpumeHsuuch «bane-
onuny, «JleBoMekoiby, noBs3ku «bpanomaa Hy». Ha done mpo-
BOJMMOM Teparuy OTMEYallach BBIPAKCHHAsI TIOJIOKUTEIbHAS U~
HaMHKa B BUJIE NICUE3HOBEHHUSI KOXKHBIX MTPOsiBIICHUH. PeO&HOK OBLI
BBINUCAH U3 CTALMOHApa Ha 92-€ CYyTKH KU3HU, HA MOMEHT BbIIU-
CKH YPOBEHb COJIEPaKaHUsI IUHKA B KPOBU cocTaBu 18,1 MKkMONIb/1,
YTO COOTBETCTBYET BO3PACTHON HOpME.

3axniouenue. JlaHHbIN KIMHUYECKUH CIydail IEeMOHCTPUPYET
pa3BUTHE Y HENOHOIEHHOTO PeOEHKa CHMITOMOB Ae(HIIUTA [[HH-
Ka BBHUJy €r0 He[JOCTaTOYHOI'0 NOCTYIUIeH!s B opranu3M. HasHa-
YeHHe MapeHTePaIbHOTO MUTAHKA C YIeTOM IOTPEOHOCTEH B MU-
KpO3JIeMEHTaX HeOOXOMUMO sl MPO(UIAKTUKHA TOAOOHBIX CO-
CTOSIHUH Y HEJIOHOLIEHHBIX JETEH.

BINNAHUE NPOBOKALIMOHHBLIX MPOB HA
YPOBEHb TPEBOXXHOCTU POD,VITEHE?I
NALUMEHTOB C NMULLEBOWU ANJIEPTUEN

KoHuuHa C.A.

HayuHble pykoBogutenu: .M. IleBuHa,
poueHT J1LA. ®egopoBa

OrAQY BO «[Mepsbit MOCKOBCKMI rocyaapCTBEHHbIN
MeauLMHCKUn yHuBepeuteT nmenn N.M. CeveHoBa»
MwuH3agpasa Poccum (CedeHoBckuin yHMBepcuTteT), Mockea,
Poccus

Knrodeesle criosa: demu; nuwiesas annepaus;
MPOBOKaUUOHHbIE NMPO6bI; MPEBOXHOCMb

Axmyanvrocmo. [Iumesas amneprus (I1A) — norernuambHO
KHU3HEYTPOXKAIOIEe COCTOSIHNE, OKa3bIBAIOIIEe HErATUBHOE BIIU-
SITHAE Ha KaueCTBO JKU3HU NAllMEHTOB U WIEHOB UX ceMel. OqHuM
U3 METOAOB AuarHocTuku [TA sBisieTcs mpoBeaeHHe IPOBOKALIH-
onsbIx npo6 (III1) ¢ anneprenom. I1I1 mo3BONSAIOT ONpeAETUTH
MIEPEHOCUMOE KOJIMUECTBO MHUIIEBOr0O IIPOAYKTa U CTEIEHb BhIpa-
JKEHHOCTH aJUIEPIHYECKON PEaKIny, YTO CIIOCOOCTBYET CHIKE-
HUIO TPEBO)KHOCTHU Y TIALIMEHTOB U UX POJCTBEHHUKOB.

L]ens: onpenenuts Bausnue nposenenus [1I1 na TpeBokHOCTH
ponuTteneit manueHTos ¢ [1A.

Mamepuanst u memoost. B IpoCIIEKTUBHOE HHTEPBEHIIMOHHOE
uccienoBaHye ObUTH BKIIOUEHB! 97 eTell B Bo3pacTe oT 6 Mec 110
17 net, HaOIrOAIOIIMECS 110 TOBOJY JIJIEPTUYECKON peakuy Ha
0eNoK KOpoBhEero MoJioka u/wiu siua. [lepen nposenennem I1I1T
OCYILECTBIIUIOCh aHKETUPOBAHUE POAUTENEH NAIIMEHTOB MIPU TI0-
MOIIY BaIWAU3UPOBAHHOIO CTaHAAPTH3UPOBAHHOIO ONPOCHUKA
«The State-Trait Anxiety Inventory» /1s OLIEHKY CTEIIEHH CUTYa-
tuBHOHU (CT) n muunoctHO# (JIT) TpeBoXKHOCTH. ANTOPUTM TPO-
BeJICHMS IPOOBI TIPECTABIISET COOOH ananTHPOBAHHYIO BEPCHIO
CYLIECTBYIOLIMX IPOTOKOJIOB AJIJIEPTOJIOIHIECKUX OpraHu3aLuil.
UYepes 12 mec ObUIO MPOBEICHO MOBTOPHOE aHKETUPOBAHUE PO-
JTeneil A OnpeneneHus U3MEHEHUH YPOBHS TPEBOXKHOCTH U
YAOBIETBOPEHHOCTU 00CIIEIOBAHUEM.

Pezynomamer. B x01e MOBTOPHOTO aHKETUPOBAHUS OBLT yCTa-
HOBJIEH KOHTAaKT ¢ 72 (74%) maunenramu. U3 ux aucna 68 (70%)
OOJIBHBIX PACUIMPHIIM CBOH PAIIMOH, CPEIH KOTOPBIX 61 OOIbHOMY
BBEJIM IIPOAYKTHI IOJTHOCTHIO, 7 — yacTH4HO. [Ipu 3Tom 83% pe-
CIIOH/ICHTOB OTMETHJIU, YTO MPOBEIeHHE NPOObI MOBIHAIO HAa UX
JKH3Hb CUJIBHO MJIM CKOPEE MOJIOKHUTENBHO, ITpu 3ToM 91% monHo-
CTBIO HJIM CKOpEe COIIaCHBI C HeOOXOMUMOCTHIO mpoBeneHus 111
qutst nuarHocTukd [1A. [ToBTopHO 3anI0THHITN OTIPOCHUKH IO Tpe-
BokHOCTH 30 (31%) yuacTHHKOB. Cpei HUX OTMEYAIOCH CHIKE-
HHE YHCIIa POAUTENEH MallueHTOB ¢ BBICOKOH crenenpo CT —c 7
(23%) 1o 2 (6%), yrcno y4aCTHUKOB C HU3KOH CTETICHBIO TPEBOXK-
HOCTH yBenuumiocsk ¢ 2 (6%) 1o 7 (23%). 1o nanuaeiM ouenku JIT
YHCIIO POIUTEINEH C BEICOKOH CTETIEHbI0 CHU3MIOCH 110 7 (23%) 1o
cpaBHeHuto ¢ 19 (63%) npu nepBUYHOM 3aII0JTHEHUH OIIPOCHHUKA.

3axarouenue. Tposenenune I1I1 criocoOCTBYET yMEHBIICHHUIO
YPOBHSI TPEBOXKHOCTH poxuteneii nereit ¢ [TA. OtmeueHa mo3uTus-
Hasl TEH/ICHIMS K paclIMpeHuIo pauuoHa 0onbHbIX [1A, 4To yka-
3bIBaET Ha BO3MOJKHOCTD €€ BHEJIPEHHS B KIIMHUYECKYIO TIPAKTHUKY.

k 3k 3k

3®PEKTUBHOCTb MrEHHO-MHXXEHEPHOW
BMONOIMYECKOW TEPANWN ATOIMUYECKOIO
OEPMATUTA 1 OYAIroBOU ANOMNELUUU

Kopo6oga C.P.', MbikbsiHOBa N.A.", FabyeBa A.M.!
Hay4Hbin pykoBoguTens: B.B. UBaHunkoB?

"®FAQY BO «Poccuinicknii HauMoHanbHbIN
nccnenoBaTensCkuii MEAULMHCKUIA YHUBEPCUTET UMEHN
H.W. Muporosa» Munagpasa Poccun, Mocksa, Poccus;
20IBHY «Poccuiicknini HauMoHarbHbIV LEHTP XMPYpriu
nmeHun akagemuka b.B. MNMetposckoro», HAN neguatpumn
n oxpaHbl 3gopoBba aeten HKL, Ne 2, Mockea, Poccus

Krroueeabie crioga: KnuHuUYeckul criyyali; o4azoeasi anoneyus;
amonu4eckuli depmamum; Oynuiymab

Axmyanvnocms. Atonndeckuil nepmarut (Atl) — onHO u3
HanOolee pacupoCTPaHEHHBIX ISPMATOIOTHUECKHX 3200 IeBaHUIA
y neteil. Y marueHToB ¢ AT/l MOBBIIIEH PUCK Pa3BUTHUS O9arOBOM
anoneuun (OA). JynuirymMad — MOHOKJIOHAJIbHOE aHTUTEIIO, KO-
Topoe Onokupyer nepenauy curaanoB UJI-4 u NJI-13 u ucnons-
3yeTcsl B Tepanuu TSoKENbIX hopm AT/I.

Onucanue knunuueckozo cayyas. B mapre 2021 r. B oTaeneHue
JIEPMaTOIOTHH TTOCTYIIII Manbunk 11 et ¢ oboctpennem AT/l u
OA. A1/l neGrotupoBan y pe6&Hka B Bo3pacte 3 mec, 3a00JieBaHue
HOCHJIO PELIUANBHPYIOIIHI XapaKTep, HalUeHT MOTyYal Kypchl TO-
IMMYCCKUX KOPTUKOCTEPOUJOB, DMOJICHTOB U CUCTCMHBIX aHTUT'H-
CTaMHHHBIX IIPENapaToB ¢ BpeMeHHbIM ddhdextoM. uarsoz OA
ObLI yCTAHOBIIEH B BO3pacTe 4 JIET Iociie 00pallleHus K AepMaTo-
JIOTY B CBSI3U C BBIPaXKCHHBIM BEINAJICHHEM BoJIoc. B Bo3pacte 6
net Habiromancs Bropoit anm3on OA, 000CTpEHHUS Pa3peIIUINCh
CaMOCTOSITENBHO. AJUIepruiecKuii aHaMHe3 OOJIBHOTO OTATOIICH:
OpoHXHabHAas aCTMA, AJIEPTUUECKUM PUHUT, KPAIMBHHUIIA, AaHTHO-
OTEK Ha KOHTAKT C MIEPCTHIO COOAKY U SHIIOM, IUIIEBast alaeprus
Ha GaHaH. HaciieICTBEHHOCTB OTATOLIEHA [0 KOXKHBIM 3a0071eBa-
HUSM: Y OTIa — BUTHIHTO. [Ipr 0cMOTpe Ha KOXKe JIOKTEBBIX U KO-
JIEHHBIX CTHOOB, CTHOATEIbHON NOBEPXHOCTH PEIUICUHIA, THUTh-
HOM MOBEPXHOCTH KUCTEH, 3aIHEI TOBEPXHOCTH roJIeHeH u oexep,
3a7Heil 1 OOKOBOM MOBEPXHOCTH IIEH BU3YaIH3UPYIOTCS SpHUTE-
MAaTO3HO-CKBaMO3HbIE BBICHITIAHUS HA ()OHE YMEPEHHOMN JINXECHU-
¢uxanmn. OtMmedarorcs cknaaku Jleare—Moprana. Ha xoxe Bo-
JIOCHCTOM 4acTH TOJIOBBI — CIIMBAIOLIHECS OYarH BHIAACHHS BO-
noc (orcytceTByet 6omnee 40%). Onenka no mxkaine SALT — 69%,
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TpaKIMOHHAS Mpo0a oTpHIaTenbHas. B cBa3u ¢ HeadhekTHBHO-
CTBIO Hapy KHOH Teparuy OblTa HHUIIMHIPOBAaHA TEPAHs TyTIHITY-
MaboM, OTMedasach MOJIOKHUTEIbHAS AUHAMHUKA — BBICBHITTAHHS
Ha KOX€ YaCTUYHO PerpeccUpoBally, BbINAJAEHUE BOJIOC IpeKpa-
THJIOCh, HOBBIE OYaru He NOsBIsUIUCh. [locnennss rocnuranusa-
1wt 00IBHOTO B aBrycTe 2022 1.: Ha (hOHE Tepanuy Iy ImIyMadboM
3HAYUTETEHO YMEHBIIHIACh BEIPAKEHHOCTh KITMHUYECKUX TIPOSB-
JICHUH — OCTAIOTCSI OYary MeMyIIeHNs Ha JHIIe, TNXCHU(QUKAIIUS
B 00JIaCTH JIOKTEBBIX U KOJICHHBIX CTMOOB, HE3HAUYUTEIbHBIN 3y,
PocT BONIOC MOTHOCTBHIO BOCCTAHOBIIEH.

3axnouenue. Knuandeckuil cirydait neMoHcTpupyet s dex-
TUBHYIO Tepanuio AT/l u OA nynuiymaboM ¢ IOJHBIM BOCCTa-
HOBIICHHEM POCTa BOIOC. D(P(PEKTUBHOCTD TEpariy 00yCIOBIIe-
Ha TeM, 4T0 00e ()OpPMBI MATOJIOTUU UMEIOT CXOXKHUil MATOTeHE3 —
pasButre T-KIETOYHOr0 MUMMYHHOTO OTBeTa 2 Tuna. Jynuiaymad
MOXXET OBbITh IpenapaToM BbIOOpa UL JICUSHUs! AIIUEHTOB C CO-
yetanuem At/ u OA.

BNUAHUE BbIPAXXEHHOIO AE®ULINTA
XONEKAJIbLN®EPOJIA HA MOKA3ATENN
®OCPOPHO-KAJNIbLUIMEBOI'O OBMEHA

Y HOBOPOXOEHHbIX

KocuHoBa C.P.

Hay4HbI pykoBoguTenb:
npodeccop A.Ll. NMeTpywimHa

Orb0OY BO «TroMeHCKUiA rocyaapCTBEHHbLIN MEANLIMHCKUN
yHuBepcuteT» MuHsgpasa Poccuu, TiomeHb, Poccus

Knouesbie criosa: HOBOPOXOEHHbIE; sUMaMuH D;
eunosumamuHo3 D; kanbyul; ¢hochop, wenodHas
¢pochamasa

Axmyansnocms. Butamun D — yHHMKaJIbHBIH IPOTOPMOH,
OKa3BIBAIONIMIT CBOE BIMSHME HA BCEX 3Tamax oHToreHesa. Illu-
POKO pacmpocTpaH€HHBIH AedunuT BuUTamuHa D cpenu 6epemeH-
HBIX BIMSIET HA Pa3BUTHE IUIONA M HOBOPOXKIEHHOTO M KauyeCTBO
€r0 310POBBSL.

Lenw: onpenenuTs BaMsHKE AeduLUTa BuTaMuHa D Ha moka-
3arenu (ocdopa, ob1ero kanpius u menoyno pocdarazsr (LLID)
Yy HOBOPOJKIEHHBIX JETEN.

Mamepuanvt u memoOul. IIpoBeIeHO KITMHUKO-aHAMHECTHYE-
CKO€ ¥ JJaDOPaTOPHO-UHCTPYMEHTAIbHOE 00cienoBanue 185 HoBo-
POXAEHHBIX. 3a00p MyMOBUHHOM KPOBH OCYIIECTBISUIN B IEPHOT,
MHHUMAJIBHOW HHCOIISIMY (C OKTSAOps 1o Mapt). KonmnuectBeHHOE
omnpenenenue 25(OH)D B cbIBOPOTKE IPOBOIUIN METOJOM HMMY-
HO(EpMEHTHOIO aHallN3a; ypOBHU obuiero kanbuus, Gocdopa u
1D onpexnensuy KOIOPUMETPUIECKUMU MeTonaMu. CTaTHCTHIe-
cKast 00paboTKa JaHHBIX IPOBEIEHA C HCTIOB30BAHUEM POTPAMMBI
«SPSS Statistics 26», pa3au4uns curTaIN 3HAYUMBIMU TIpH p < 0,05.

Pesynomamoi. Bce HOBOpOXKIEHHBIE OBLIM JOHOIICHHBIMH,
u3 HUX ObUI0 86 MampuukoB U 99 nesouek (46,5 u 53,5% coot-
BeTcTBeHHO). CpenHuii cpok recranuu cocrasui 39,5 + 1,1 Hen.
Ipeobnaganu 1eTH, poXKIEHHBIE OT MOBTOPHO OEPEMEHHBIX I10-
BTOPHOPOISIIIMX Marepeir — 65,4% (n = 121), uepe3 ecrecTBeH-
HBle poroBele myTH — 61,1% (n = 113). ButaMuHHO-MHHEpab-
HBIC KOMIIJICKCHI, COACPIKAIITUEC BUTaAMUH Ds O6llIerI/IH$[TbIX Ipo-
(buIaKTHUECKUX T03UPOBKAaX BO BpeMs OepeMEHHOCTU IPUHUMAIIN
mums 87 (47%) marepeit. Jedunur xonekamsnudepona ObLT BBI-
sBieH y 103 (55,7%) HOBOpOXXAEHHBIX, U3 KOTOPBIX Y 58 (56,3%)
ormeuacs Tsok€nbiid ero gedunut (Mexee 10 ur/mn). Cpennee co-
nepxanue 25(OH) D cpIBOpOTKY TyNOBUHHOM KPOBH COCTABUIIO

20,5 + 13,7 ur/ma. Ipu 3ToM nokasarenu GpochopHO-KaIbIHEBO-
ro oOMeHa y OOJIBIIMHCTBA JeTel ¢ Ae(UINTOM XOJIeKaabIu(pepo-
na ObpLTH B pepepeHCHBIX 3HAYEHUX: THIIOKAIBIIUEMHS BBISIBICHA
y 2 (1,1%) nereit, runopocdaremuss — y 10 (5,4%), nossitieHue
aktuHocty LD — y 27 (14,6%). B 50% cnyuyaeB npu BbIsIB-
JICHHBIX OTKJIOHEHUSIX HOBOPOXKIEHHBIC MMENHU TSDKENBIN nedu-
T XoJeKanbiudeporna. BeUH BEISBICHBI BRICOKHE MPSMBIE 3HA-
YUMBIE KOPPETSLUHA MEXy MaTepUHCKAMH U JeTCKUMH yPOBHSI-
MH obecniedueHHOocTH BuTamuHa D (p = 0,872), obmiero Kanbius
(p=0,566), bocdopa (p = 0,48), LLID (p =0,571).

3akntouenue. IIporuo3upoBanye, paHHAs. TMarHOCTHKA U TIPO-
(unaKkTHKa THIOBUTAMUHO3a D y HOBOPOXKIEHHBIX AeTel ocTaéT-
sl aKTyalIbHOHU MPOOIeMOH, TpeOyIoIeld MyTbTHANCIUTUIMHAPHO-
IO TOJX0Ja B CBS3U C TECHBIMHU CBSI3SIMU MEXILy MaTepHHCKOH U
JIETCKOM 00€CNEeYCHHOCTHIO XOJIEKAIBIU(EPOIOM U IOKa3aTesi-
MU (ocOopHO-KaNbIIEBOr0 OOMEHA.

MAPOKCU3MAIIbHAA HADXENYOAO4YKOBAA
TAXUKAPOUA HA ®OHE METABOJTMYECKOIO
CWHOPOMA Y PEBEHKA 11 NET

KoweneHko K.C.

Hay4HbIn pykoBOoguTenb:
npocdeccop A.B. [ly6oBas

Prb0OY BO «[loHeLkuin rocyaapCTBEHHbIN MEAULIMHCKIN
yHuBepcuteT numenn M. lNopekoro» MuHsgpasa Poccun,
[oHeuk, Poccusa

Kntouesble criosa: KnuHu4deckul crydad,; 0emu;
rnapokcuamarnbHasi Hadxeny0o4koeas maxukapousi;
memabornuyeckuli CUHOPOM; dua2HOCMuKa

Axmyansrocmsb. MeTabonudeckuit CHHIPOM y AeTeil sABiser-
s aKTyaJIbHOW Mpo0IeMoii eaquaTpin. B ero 0CHOBE JISKUT 0KH-
peHre U HHCYITHHOPE3UCTEHTHOCTh, KOTOPBIE CIIOCOOCTBYIOT pas-
BUTHIO caxapHoro nuabera Il tuma. AprepuanbHas THIepTEeH3UsS
YBEJIMUUBAET PUCK PAa3BUTUS CEPIACYHO-COCYIUCTHIX 3a00JieBa-
HUI U HEPEIKO IPUBOAUT K CEPIEUHON HEAOCTATOUHOCTH Y AeTell.

Onucanue k1unuuecko20 cry4ads. B KIMHUKY IOCTYIIII Mallb-
gk 11 set ¢ xamobamMu Ha MPHUCTYIIBI YYAIIEHHOTO cepaeone-
HHSA, ONBIIIKY IpH (U3UYECKOH HarpysKe, TOIOBHYIO 0OIb, TO-
BBIIIEHHE apTepPUaANIbHOTO JaBieHus 10 135/80 mum pT. cT. 3a neHp
JI0 IOCTYIUIEHUs Y peOEHKa BO3HUK IIPUCTYII C 4YaCTOTOH cepreu-
HBIX COKpalleHuil 1o 256 B MuH. bpurajoil ckopoit momomu npu
anekrpokapauorpaduu (OKI) Obiia 3aperucTprupoBaHa mapoKcu3-
MaJjlbHasl HaJKeNTyI0uKOBasl TaXUKapAusl, KOTopasi Oblia KylIMpoBa-
Ha aHTHAPUTMHUYECKUMH Tpenapatamu. boasHO# ¢ 7 et cocTout
Ha UCIAHCEPHOM yueTe y KapAHOoJora C JMarHo30M: IapOKCH3-
MaJsIbHasl Ha/PKETyIOUKOBas TAXUKApAUs, apTepuasbHas [TUIepTeH-
315, HaONIOJaeTCs TAkXKe y SHAOKPHHOJIOrA 110 IIOBOY OXKHPEHUS
1 crenienu. Y pe6Enka ¢ 6 jeT cTabUIIbHO MOBBIIIEH HHAEKC Mac-
cbl Tena. C MepBBIX JHEH JKI3HU OOIBHOI OBLT IIepeBeiecH Ha HC-
KyCCTBEHHO€E BCKapMiMBaHue. HacaeacTBEHHOCTD OTAroOIEeHa: y
MartepH caxapHslii 1uadert I tuna, y 6a0yInky mo MaTepuHCKOH J1u-
HHU TUIIepTOHUYeCKas 6one3Hb. IIpu 00beKTUBHOM 0cMOTpe (u-
3UYECKOE Pa3BUTHE BBICOKOE, IUCTapPMOHUYHOE 3a CUET U30BITOU-
HOH Macchl Tena. 2KupoBble OTIIOKEHUS B 001aCTU XKUBOTA, THHE-
KOMAcTHs, 6arpoBble CTPHU HA OOKOBBIX TIOBEPXHOCTAX XKUBOTA,
Genep. B monmbImedHpIX BIaJAHAX U HA IIee HAOMIOmaeTcs uep-
HBIH akaHTo3. [1o JaHHBIM 1Ta0OPaTOPHOTO 0OCIEIOBAHMUS: HHIIEKC
HOMA: 2,92 — noBbIIIEH PUCK UHCYIMHOPE3UCTEHTHOCTH; KO-
3¢ dunuent areporenHoctu: 3,30 — yrpo3a pa3BUTUS aTEPOCKIIE-
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po3a. MckitoueHs! Takue (GOpMbI TTATOIOTHH, KaK TUIIOTHPEO3, 60-
ne3ub Uiienko—Kyinnra, caxapHbiii 1uabet, ceMeiiHas Tunepxo-
JIeCTepUHEMHS. YCTAHOBJICH KIMHUYECKUI UarHo3: HapyleHue
pHUTMa cepla: MapOKCHU3MalbHas HaJDKETyI0YKOBAask TAXUKAPAMSI.
MeTabonruecKuii CHHAPOM: BTOpHYHAs apTepUalbHas THIIepTEH-
3U, ATMMEHTapHO-KOHCTUTYIIMOHAJILHOE O)KUpEeHue | cTeneHu.

3axmouenue. OnpeneneHre BIUSHUSI METa00IMYECKUX Hapy-
[IeHHUH Ha (GyHKIHOHUPOBAHUE CEPACUHO-COCYIUCTON CHCTEMBI Y
JieTei ABIsieTCs HeOOXOANMBIM 3TaroM auarHoctuku. Heobxonu-
MO CBOCBPEMCHHO BHEAPATH COBPEMEHHBIC METOAbI TNUAarHOCTUKH,
JICYCHHS U MPOPHIAKTHKH METabOJIHMUECKOr0 CUHAPOMa Y JeTei
JUTSL IPO(UIAKTHKH KapAUOBACKYIISIPHON MTATOIOTHH.

* kK

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

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

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

PrBOY BO «CapaToBCckuii rocyAapCTBEHHbIN MEAULIMHCKNIA
yHuBepcutet umeHun B.W. PazymoBckoro» MuH3apasa
Poccun, Capatos, Poccus

Knroyesbie criosa: KnuHUYeckul cryqad; demu; mopuYHbI
Heghpomuyeckuli CUHOPOM; HacriedcmeeHHbIU cghepoyumos

Axmyansrnocmy. HacnencteeHHast ceporuTapHas reMONUTH-
qecKkasi aHeMHsl — IeHeTHIeCKoe 3a00JIeBaHNe, XapaKTepH3yIOIIe-
ecst ieheKToM MeMOpaHbI PUTPOIIUTOB, TIPUBOSIINM K chepuue-
CKOH tedpopMaliii SpUTPOLIUTOB U BBI3BIBAIOIIEE PA3IMYHBIE MO
CTENEeHU THKECTH cCUMITOMBI. CodeTaHHe JaHHOTO 3a00JIeBaHHS
¢ Hedporuueckum cunapomom (HC) mpencrasnser coboii cnox-
HYIO 3229y JUIsl TUATHOCTUKH U JICUCHHS.

Onucanue kaunuyecxozo cayyas. bonpraas A., 11 ner, ot 3-i
OEepeMEHHOCTH, MPOTEKaBIIel Ha (OHE OTATOIIEHHOTO aKyIIep-
CKOTO aHaMHe3a. AHaMHe3 3a00JIeBaHMA: C 7-MECSYHOTO BO3pac-
Ta HaOIIOJATUCH PELUIUBUPYIONINE HHPEKIIMA MOUEBBIBOISIIINX
nyTeit. [Ipu 06cnenoBaHuy BISBICHBI THIIOMLIA3KS IPABOM MOYKH,
MTHET03KTa3Ms CIIeBa; IBYCTOPOHHHHN My3bIPHO-MOYETOYHUKOBBIN
pedmrokc (ITMP) 2—3 crenenu, MpU3HAKA CMOPIIMBAHUS TPABOH
nouku. [IpoBenena snnockonudeckas koppexmus [IMP. B nans-
HelmieM HaOnroanack 3MU30AMYECcKas IPOTEHHYPHUs 0 2 T/1.
B mae 2017 . ne6ror HC. C pannero Bo3pacra oTMevaiach aHe-
Musl cpefHel crerneHu Tsokectd. B anpene 2018 1. Obwio npose-
JICHO KITMHUYECKOE CEKBEHUPOBaHHE 3K30Ma: BBLIBJICHA HYKIICO-
TUAHasA 3ameHa B rene LAMAS. B mae 2018 1. ObUI TOCTABIIEH I1-
arno3: Hedporuueckuit cunmpom, akTuBHas craaus. BropudHo
CMOpILIEHHAs IIpaBasi [ouKa. ApTepuaibHas TUIepTeH3us Hedpo-
reHHOro reHe3a. HacnencrBeHHast remoiutuueckas anemust. [Ipu
npoBeneHnn rrokokopTrkoctepouaHoit (I'KC) Tepanuu BeIsSBICH
crepousipesnucTeHTHBIH BapuanT HC. Ha3HaueHa KOMILIEKCHAsS Te-
pamusi [KC u celneKTHBHBIME IMMYHOCYIPECCOPAMH, OTMEYaNach
gactryHas pemuccus HC. 18.07.2018 mpoBenena namnapockomnm-
gecKas CIJICHOIKTOMHS U NIPaBOCTOPOHHSS HeQpypeTepIKTOMusl.
Hedpobuorncus neBoit mouku: GpokalbHO-CeTMEHTapHbIH IIIoMe-
pynockiepos, nponomkeHa Teparnus ' KC u cenekTUBHBIMU UMMY-
HoOcyIpeccopaMu. B rocnenyromeM oTMedaich 3Mu30MYeCcKIe
MOABEMBI APTEPUATTBHOTO JTABJICHUS, Ha ()OHE MEANKAMEHTO3HOM
Tepanuy COCTOSIHHE C TOJIOKUTENBHON TuHaMuKoH. B Bo3pacrte
8 jeT y GONBHOI OTMEYECHO MOBBIIICHHE apTepHAIBLHOTO JaBiie-
HUA, CyAOPOXHBIA cuHApoM. ITo KIMHUKO-1a00paTOPHBIM JaH-

HBIM THarHOCTUPOBaHA TEPMHUHAIbHAS CTAIHs XPOHUIECKOH 00-
JIe3HH TI0YEK, B CBSI3M € YeM MPOBECHBI HehpypeTepIKTOMHUS CIle-
Ba ¥ MO3/IHEE AJUIOTPAHCIUIAHTALNS POICTBEHHOM OYKH B JIEBYIO
MOAB3IOLIHYI0 00JacTh (IIpaBasi MoYKa).

3axntouenue. JJaHHBIN KIMHUYECKUH CITydail IIpeCcTaBisieT
c000# penKoe coueTaHHe HECKONBKHUX (OPM IAaTOIIOTHH, MPE.-
craBineHHbIx HC, apTepuanbHON THIIEpTeH3Uel U HACIeCTBEH-
HBIM reMoJiu3oM. HacTtora TaHHBIX 3a00JIeBaHUI Y OHOW 0OJb-
HOU SIBJSIETCSI KIIMHUYECKON HAaXOJKOM, MPe/ICTaBISIIOMEeNd HHTe-
pec Kak JIst Bpauek.

TPOMBO®UINNA N NATONOINA NNALEHTbI

Kynpssuesa E.C.
HayuHbI pykoBoauTenb: aoueHT A.B. BopobbeB

®IAQY BO «[MNepBbit MOCKOBCKUI roCyAapCTBEHHbIN
MeauUUHCKuiA yHusepceuteT nmeHn N.M. CeveHosa»
MuH3anpaBa Poccun (CeyeHoBckuin yHuBepcuTeT), Mockea,
Poccus

Kriroueeabie crioga: mpomboghunusi; npednexaHue nnayeHmsl;
cuHOpom 3adepxKu pocma rnoda

Axmyanvrocmy. [TpobneMa npeuiexanus IAEeHTH y Oepe-
MEHHBIX JKEHIIIMH CTAHOBUTCS aKTyajbHee, 1o faHHbM 32 2020 .
YacTOTa MpeUIe)KAIeH MIAEHTHI C KPOBOTEUCHHEM U €3 KPOBOT-
eueHus cocrasmia 1,66 u 4,33 Ha 1000 po1oB COOTBETCTBEHHO.

L]env: onpenenuTh CBA3U MEXLy 0COOCHHOCTSIMH TeueHus Oe-
PEMEHHOCTH Yy JKEHIIUH C aHOMAJIUSIMH PACIIOJIOKEHUS ILIalleH-
ThI U TCHETHUECKON 1 IPHOOpeTEHHON (hopMaMH TPOMOODHITHH.

Mamepuanst u memoowi. O6cnenoBano 135 KeHIMH C pe-
JIeXKaHUEM IUTalleHThl, KOTOpble OBUIN paclpeneneHsl Ha 3 Ipyn-
Ibl: 1-1 — 42 manueHTKy ¢ NpeaiexKaHueM IUIaleHThl B aHaMHe-
3e; 2-1 — 61 GepeMeHHasl ¢ BBIABICHHOM aHOMamnueil lokanu3a-
LUM IUIALEHTHI B TEKYIIYI0 OEpPEMEHHOCTD; 3-9 — 32 KEHILUHBI
C MpeayieKaHNueM IUTaleHTHI, BEISIBIIEHHBIM BO BpeMsI HACTOSIIICH
OepeMEeHHOCTH U MpeIBIAYIHNX OepeMeHHOCTeH. [ pymmy KOHTpo-
ns coctaBmn 120 GEpeMEHHBIX, € MOATBEPKAEHHBIM HOPMAlb-
HBIM PaCIIOJIOKEHUEM TUIALEHTHI 0€3 OTATOIEHHOTO aKyIIePCKO-
ro aHaMHe3a.

Pesynomamui. Tenermaeckas TpomOo¢d s BeisiBIeHa y 101
OepeMEeHHOH ¢ aHOMAITHSMK PacTONIOKEHUS TaueHTsl: y 31 B 1-i
rpynne, y 44 Bo 2-ii rpymme, 26 B 3-ii rpymme. U3 120 sxeHmma
KOHTPOJILHOM TPYMITbl FeHeTHYECKHE POPMBI TPOMOO(HITNH BBISB-
JeHBb! y 29 keHIKH. MaKkcUManbHOe YUCI0 MYJIBTUTEHHBIX (hopM
TpoMOO(UINY 3apeTUCTPUPOBAHO Y HAMEHTOK 3-i rpynmsl — 14,
B 1-ii rpynne — 16 u Bo 2-i rpynne — 23, B KOHTPOJIBbHOM IpyI-
e — y 16 xenmuH. CoueTaHne TeHeTHIECKOH TPOMOOQHINT 1
HUPKYJISIUN aHTH(HOCHOTUMUIAHBIX aHTUTEI OBLIO ONPECIICHO Y
30 manueHToK ¢ aHOMAIMSAMU PACIIONIOKEHUS IJIaleHTHl: y 8 B 1-if
rpynne, y 13 Bo 2-if rpynmne u 'y 9 B 3-ii rpynne; B KOHTPOJIBbHOU
rpynne Takux >keHIuH 8. [Ipu3Haky 3aIep>KKu BHYTPUYTPOOHO-
ro pa3Butus mwiona (3BYP) Obutu BeIsIBIIEHB! Y O€pEMEHHBIX KEH-
IIUH BO BCeX Tpymmax: y 4 B 1-i rpynme, y 6 Bo 2-i rpymre, y 6
B 3-i1 rpymine, y 6 B KOHTpOJIBHOM Tpyme, yaie (p < 0,05) 3BYP
BBISIBIISLIACH B 3-H rpymne y GepeMEHHBIX ¢ TIOBTOPHBIM IIpeie-
JKaHUEM IIJIallCHTHI.

3axmoyenue. Hanuuye reHETUUECKUX WU IPUOOPETEHHBIX
(dopM TpoMOOGHIHH ABISAETCSA 3HAYUMBIM (PaKTOPOM pHCKa Oc-
JOKHEHHUH GepeMeHHOCTH, Takux kak 3BYP, mostomy ananu3 ma-
paMeTpoB reMocTasa JI0DKEeH OBITh 00s3aTeTbHBIM KOMIIOHEHTOM
00cne0BaHus KEHIHUH C OTATOLIEHHBIM aKyIepCKO-THHEKOIO-
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IHYECKUM aHAMHE30M M OEPEMEHHBIX C aKyLIEPCKOW MaTOIOTHEH.
ITocKonbKy CYILIECTBYET CBSI3b MEX/y TPOMOO(DMIHeH 1 aHOMaH-
SIMU JIOKAJIU3aLMH IUIALEHTBI, MBI IIPE/IaraeM IIPOBOAUTb CKPH-
HUHT Ha TIPeArpaBUapHOM 3Tale Ha Haaudue TpoMOobuinu y
MAIVIEHTOK, BXOJAIINX B TPYIITy PHCKAa aHOMAJIHIT JIOKaIH3aIuH
IUTAIICHTHl, ¥ MOHHTOPHPOBATh COCTOSHHE IUIAIICHTHI U IUIOAA Y
OepeMEeHHBIX ¢ MPeIeKaHueM IUIALEHTBI s IIIAHWPOBAHUS OIl-
THMAJILHOTO CPOKa POJIOB.

k %k k

XAPAKTEPUCTUKA MEOULIMHCKOW
AKTUBHOCTU COBPEMEHHbIX LUKOJIbHUKOB

Ky3Heuos U.U.

Hayu4HbIN pykoBoguUTEnb:
npodeccop E.[I. lanoHoBa

OrAOY BO «[Mepsbint MockoBckuiA rocyaapCTBEHHbIN
MeaULUMHCKUI yHnBepcuteT nmexdn .M. CeueHoBa»
MwuH3gpaBa Poccumn (CeveHoBckuii yHuBepeuteT), Mockaa,
Poccus

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

Axmyanvrocms. Ha hopMupoBaHue 370pOBbS €T BIUSAIOT
Takue GakTopbl, KaK: CHI)KCHHAs JIBUTaTeJIbHAsl aKTUBHOCTD, He-
310pOBO€ NMHUTAHKHE, OTCTABAHWE MEIUIIMHCKOTO 00eCIIeueH st OT
MOTPEOHOCTEH 310pOBBS B MpoILecce X 00ydeHUs. DTO CBHIE-
TEIBCTBYET O 3HAYNMOCTH BOIIPOCOB, CBSI3aHHBIX C MEIUIIUHCKOM
AKTUBHOCTBIO IIKOJIBHUKOB.

Lensv: onpenenuTh MEAUIIMHCKYI0 aKTUBHOCTh COBPEMEH-
HBIX IIKOJIbHUKOB.

Mamepuanvl u memoovl. B oHnaliH-aHKETUPOBAHUU C HOP-
MaJIN30BaHHBEIMU OTBETaMH IO BOIPOCAM METUIIMHCKOW aKTHUB-
HOCTH COBPEMEHHBIX IIKOJIBHUKOB MPUHSIN yJacTue 82 pecroH-
nenta. O6paboTKa MOTyUYSHHBIX JaHHBIX MPOBOAMIIACE C HCIIOb-
3oBanueM «Microsoft Excel».

Pezynomamul. YeranosneHo, uyto 40% pecrioHIEHTOB UCTOY-
HUKaMH TIOJTy4€HHUS 3HAaHUH B 00JIaCTH MEIULIMHBI YKa3aJI ra3eThl,
JKypHAJIbL, TENIEBUICHNE U UHTEPHET; 36,5% monmy4arot nHpopma-
LU0 OT MEANIMHCKUX PaOOTHHKOB; 24,3% 00CyKIar0T MEIHIHH-
CKH€ BOIIPOCHI C Ipy3bIMH U 3HaKOMBIMH. YacToTa oOpalieHuit K
BHEUIKOJIbHBIM MEIUIIUHCKUM pabOTHHKAaM Ha PEryJsipHOM OcC-
HOBe cocraBisieT 42,6%, no Heooxoaumoctu — 36,5%, 1ust npo-
xoxkaenus qucnancepusanuun — 20,7%. K mkonbHbIM MeTUIyH-
CKUM PabOTHUKAM peryisipHo obOpamaercs 3,6% pecrioHIEeHTOB,
Juis nucnancepusain — 28%, no Heooxoaumoctn — 68,2%. bo-
Jiee TIOJIOBHHBI PECTIOHICHTOB CUUTAIOT HEAOCTATOYHON ITOJTHOTY
uH(pOpMUPOBaHHOCTHU O NpoduIakTuke 3adoneBanuii (58,5%) u
YKa3bIBAIOT, YTO B LIKOJIAX JOJIKHBI OCBEILATHCS BOIIPOCHI Ppodu-
JIAKTUKU HapymeHuid ocanku (35,5%) u 3penus (9,7%), pamuo-
HanbHOTO nuTanus (24,3%), nuunoii ruruensl (13,4%). Pogure-
M oTMeTHIH (62,1%), 9TO OCYLIECTBISIOT PETY/SPHBIN KOHTPOJIb
3a peXUMOM AHs peOeHka, 32,9% — nepuonuveckuid, 4,8% —
HE OCYHIECTBISIOT. YUCTKY 3y0O0B peryisipHo npoBoast 63,4%
JIeTeld, HO TIPH 3TOM YUCTAT 3yOrl 1 pa3 B neHb —32,5%, yuctaT
3y0bl He Kaxblll neHb — 4,8%. IToutu 80% pecnoHIeHTOB OT-
BETHJIH, YTO X JIETH PETYIAPHO MOIOT pykH, 13,4% — Mor0T He
Bcerna, 7,3% — 1o HaCTOSTHHUIO poAnTENe. bombIMHCTBO poau-
TeNel peryaspHO NPOBOAAT KOHTPOJIb 32 HABBIKAMH JINYHOH TH-
ruensl (69,5%), 30,4% — nepuoanyecky, 12,1% — penko. [pax-
traecku 90% pecroHIeHTOB OTBETHIIN, YTO UX JIETH NPOHHDOp-
MHUPOBaHbI 0 HEOOXOMMOCTH COOIIOAEHUS MTPABUIBHOM paboueit

O3Bl BO BpeMs1 yueOHO# paboThl. C NOBBIIIEHHBIM BHUMaHHEM K
CBOEMY 3/10POBBIO OTHOCATCA 19,5% IIKoIbHUKOB, 6% — Ge3pas-
n4yHo, 74,3% — CIOKOITHO.

3axnrouenue. TIpoBeaEHHAs OLEHKA MEAUIIUHCKOW aKTHBHO-
CTH COBPEMEHHBIX IIKOJIFHUKOB BBISIBIJIA CICAYIONIHE 3HAYUMBIC
BOIPOCHI: 9aCTOE HCIIOIb30BAHIE HECTIEHHAIN3HPOBAHHBIX UCTOY-
HHUKOB MH(POPMALIUH O 300POBbE, HEYIOBIETBOPUTEIBHOE MEIH-
IIMHCKOE 0o0ecIiedyeHne B 00Pa30BaTeIbHBIX YUPESIKACHHUSIX, HEO0-
CTaTOYHOCTh HH()OPMUPOBAHHOCTH O MPOPHUIAKTHKE IKOILHO-00-
YCIIOBJICHHBIX 3a00JI€BaHHH.

OEBIOT CUCTEMHOW KPACHOW BOJTYAHKMU
Y OEBOYKU OOLLKONbHOIO BO3PACTA

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

Prbe0OY BO «[lMpuBOmKCKuin nccneaoBartenbCkui
MeauLMHCKUA yHuBepcuTeT» MuHsgpasa Poccuu,
HwxHuin Hoeropoa, Poccus

Knrouesble criosa: cucmeMHas KpacHasi 80r14aHKa;
KnuHu4eckul criyvad; aHmughocgonunuoHbili CUHOPOM;
mpom603; mpombogpusiusi; demu

Axmyanvrnocmo. CucteMHast kpacHas Bondanka (CKB) kak
4acTo BCTpevarleecs ayTOMMMYHHOE 3a00JIeBaHHe ITOpaXkaeT
MPENMYIIECTBEHHO JIEBYLIEK M PEAKO HAUMHAETCS Y JeTel B BO3-
pacte 1o 5 net. [TogséM 3a00neBaeMOCTH OTMEUAETCs C BO3pacTa
8-9 ner, a nuk npuxoauTCs Ha Bo3pacT 14-25 net (cpenuuii Bo3-
pact nebrora 11-12 ner).

Onucanue knunuyeckozo cayyas. JleBouka, 5 net, 3a0onena
octpo: 01.11.2023 — rumepemust Kok MEK (THIIEPEMUS TaT0OHEH
JIBYCTOPOHHsIs1 ¢ 0TékoM B mrosie 2022 r.), 04.11.2023 — Gomnu B
KHBOTE, KUAKUH CTYJl, KOHCYJIBTHPOBaHA XUPYPIOM, OCTpasi XH-
pypruueckas narosorus uckiarodesa, 09.11.2023 — noseiienue
TemIeparypsl Tena 10 Gedbpunbubix nudp. ['ocnuranusuposaHa
B HH(DEKIMOHHYIO OOIBHHUITY, TIe HAXOMIIACh C THATHO30M: IIPH-
o0OpeTéHHasT MUKCT-TepIiecBUpYyCcHas MH(EKIHs1, Bbi3BaHHAs BOb
u BI'Y 6 Tuna, nepron akTUBaIMK; CTaQUIOACPMUS; aHEMHUSI TS~
xénoit crenenu. C 3 et HabmIOOAaeTCs TEMATOJIOIOM € THArHO-
30M: TpoMOoduius (rereposurora o F5 1691, F13A1, ITGB3,
PAI-1), TpoM603 nIyOOKUX BEH JIeBOI HIKHEl koHeuHOoCTH. [Tpu
OTCYTCTBHH ITOJIOKHUTENBHON KIIMHIYECKON TUHAMUKY Ha (DOHE aH-
THOAKTEPUATTBHOM TEPAIuK C COXPAHSIOIEHCS IMXOPAIKOH, n3Me-
HEHHUSMH Ha Koxe, TuM(poaeHonaTied Obuia 1000cne0BaHa Ha
ayTOMMMYHHBIE 3a00JI€BaHKS B TEINATPUIECKOM OTAEICHHN MHO-
ronpoduiabHoro cranuoHapa. Kinmnuko-naboparopro (Gpedpuib-
Has JINXOpaJiKa B TeUeHHE 3 HeJl, KOXKHAasl 3pUTEMa IIEK U IEPEHO-
CHILBL, aTO3HBII CTOMATUT, 3HAHTEMA TBEPAOro HeOa, KAIIUIIIIPUT
JICTAIIBHBIX (halaHT KUCTEH PYK, CKOBAHHOCTB JABIDKEHUI, apTpal-
rud, onutuMboaaeHonarys, eikonenns 3,1 x 10°/1) 1 mOBHI-
[IeHHEe YPOBHS ayToaHTHTena K apyxuenodeyHoi JJHK B 10 pa3
pedepeHCHOro 3HAYSHUST HOPMBI, TIOJIOKHUTENILHBII BOTYAHOUHBIH
anTukoarynsHt (BA), Huskuit C3-kommnement (0,04 /1), nono-
JKUTENbHAs TPIKAbL peakuusa Kym6ca, T.e. npu Hanuuuy 6 u3 11
kputepueB SLICC u 5 u3 11 xpurepue ACR (npu Hanmuuu He
MeHee 4 KpUTEpHUEB TSl IOCTOBEPHOCTH JIMArHo3a) y AeBOYKH JIU-
araoctupoBana CKB, BbIcokoii crenenn akTuBHOCTH. CoXxpaHeHHe
sXorpadu4ecKux NpU3HaKoB TpoMO03a HapyKHOH IOAB3IOIIHON U
o011eii OepeHHOM BeH Ha (POHE aHTUKOATYJISIHTHOM Tepanuu pu-
BapOKCa0aHOM B TeUEHHUE 2 JIET, 00HAPYKEHHBIN MOJIOKUTEIIbHbIN
BA monTBepxnaet Hanuure aHTU(POCHONTUITHIHOTO CHHIPOMA.
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3axaouenue. Mnaamuii Bo3pacT IeTel He HCKIIOYAeT Je-
OIOT ayTOMMMYHHBIX 3a0oJieBaHui. M301upoBaHHBIA TPOMOO3
ITyOOKUX BEH PETPOCHEKTHBHO MOXKHO PACLEHUTH KaK BO3MOXK-
HBI MOHOOpraHHbIH BapuanT nebtota CKB, yrspkenstonuii mpo-
THO3 €ro TEYEHHUsI.

MYKO3ANbHbIA UMMYHUTET Y OETEWU
C XPOHUYECKUM CTOMATUTOM

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

YO «Butebckuii rocyaapcTBeHHbI opaeHa [dpyx6bl Hapogos
MeOUUUHCKUI YHuBepcuTeT», Butebcek,
Pecny6nuka benapycb

Kntoyesbie cnosa: demu; cmomamum; U30yuM;
n1akmocgbeppuH; nakmonepokcudasa; Muesionepokcudasa;
CEKPemOpPHbIU UMMYHO2r106ynuH A; uMMyHo2106ynuH M

Axmyanbrocmy. 3alIATy OpTaHU3Ma OT BO3AEHCTBHIS MUKPO-
00B, TOKCHHOB, OITyXOJIEBBIX KJIETOK U 8y TOMMMYHHBIX IIPOLIECCOB
o0ecreynBaeT cucTeMa HIMMyHHUTeTa. OyHKIMOHUPOBAHHE IMMYH-
HOH crcTeMbl U (POPMUPOBAHUE 3aIIUTHOTO Oapbepa OT BTOpIKeE-
HUS BPEJHBIX areHTOB CIIOCOOCTBYIOT MOJ/IEPKAHUIO OHOJIOTHYe-
CKOro paBHOBecHs. Ha MOJIEKYIISIPHOM YPOBHE 9Ta CUCTEMA JIOJK-
Ha OBbITh crIocoOHa AU HEpEeHIIPOBATH CBOE U UYKOE, COXPAHSIS
WHIMBHIYaJIbHOCTh OpraHH3Ma.

Llenv: onpenenuTh COCTOSHHUS MyKO3aJbHOTO HMMYHHUTETA
NPU XPOHHYECKOM CTOMATHTE Y JICTCH.

Mamepuanst u memoowvt. ObcnenoBano 62 pebEHKa B Bo3pac-
Te 4-7 net, 000ux MoJOB. /[MarHo3 BBICTABIICH Ha OCHOBAaHHH XKa-
7100, TaHHBIX aHAMHE3a ¥ KIMHAYeCcKoro obcnenoBanus. Jletu Obl-
M pacrpeeseHsl Ha rpymnmbl. [pynmna A (n = 42) — nanueHThl ¢
XPOHUYECKUM CTOMATHUTOM B CTaJIMH MEPBUYHOTO (HOPMHUPOBAHUS
cnu3ucToit o6onouku (4—7 net). B rpynmy cpaBHEHHS BKJIIOUEHBI
310poBbIe 1eTH B Bo3pacte 4—7 jet (rpynna C (n = 20)). I'pynnsr
OBLTH COMOCTAaBUMBI IO MOy U BO3pacTy. UMMyHO(EpMEHTHBIH
1 OMOXUMUYECKUIA aHaIN3 POTOBOU JKUIKOCTH COCTOSIT U3 OTpe-
JIeTICHHS aKTHBHOCTH 0l-aMHJIa3bl, JTU30LIMA, JIJAKTOIEPOKCHIA3hI,
MUEJIONEepOKCHAa3sl, ypoBHer IgM u sIgA.

Pesynomamui. Y nanneHToB rpynnsl A ypoBEeHb JU30LU-
Ma cocTaBuil 2,19 Hr/mi, Torja Kak B IpyIIE CPaBHEHUS 3TOT
nokasarens nocroBepHo Hmwke — 0,85 Hr/mia (p < 0,03). Ypo-
BEHb JakTopeppuHa coctaBmi 11,73 HI/MI, 94TO CyIIeCTBEH-
HO Ooubliie, 4eM B rpymie KoHTpoas — 6,63 Hr/mi (p < 0,05).
YpoBenb Muenonepokcunassl cocrasui 361,21 EJl/n, yro 3HaummMo
OTJINYAJIOCH OT NAIMEHTOB I'PYIIIIBI CPAaBHEHUS, I/IC OTOT IOK3AaTEJIb
pasen 198,08 EJl/n (p < 0,03). YpoBenb sIgA B poTOBOM KHIKOCTH
coctaBua 12,46 Hr/mii, 4To OBLIO 3HAYUTEILHO MEHBIIE, YEM K
JIeTel TPyMIbl CpaBHEHHUS, Ie OH paBeH 8,93 Hr/miu (p < 0,01).
ConeprkaHre B pOTOBO# JKUIKOCTH JTAKTOMIEPOKCUIA3BI, Ol-aMITa3bI
u IgM cymiecTBEHHO HE OTIIMYAIIOCH OT YPOBHEH y JeTeH TPYIIIBI
cpaBHeHus (p > 0,05).

3axniouenue. Hanuuue 1eKOMIEHCUPOBAHHOTO COCTOSHUS
MYKO3aJIbHOTO HIMMYHHTETA y JIeTeil B Bo3pacte 4—7 JeT crnoco0-
CTBYET Pa3BUTHIO BOCHIAJIMTEIBHBIX 3a00JICBAaHUI CIIM3UCTOM 000-
JIOYKH TIOJIOCTH pTa (CTOMATHT).

& %k ok

®EHOTUNMNYECKUE NPOABIEHUA
MUCCEHC-MYTALIMN TEHA CD46

KyTty3oBa B.U.
HayuHbin pykoBoguTtens: goueHT H.C. XXypaneBa

Oroy BO «Ypanbckuii rocyaapCTBEHHbIV MEANLMHCKAIA
yHuBepcuteT» MuHsgpasa Poccum, ExkatepuHbypr, Poccus

Knrouesnie criosa: knuHu4eckul criyqal;
demu; mpombomuyeckasi MUKpOaHauonamus;
eunosammaznobynuHemusi; Mymauusi eeHa CD46

AxmyanbHocmy, ATUTIMYHBINA TEMOJIIUTUKO-YPEMUYECKINA CHH-
npom (al'YC) — penkoe cucTeMHOE KOMIUIEMEHT-3aBUCUMOE 3a-
OoneBaHHe TeHETHYECKOM IPHUPOIBI U3 TPYIIITBI TPOMOOTHIECKUX
mukpoanruonaruii (TMA). Yactora cocrapmnsier 2—7 ciry4aeB Ha
1 mutH, 10 60% 3a007€BIIMX — AETH. DKCTPApEHAIbHBIC IPOSIB-
neHus 3aboneBanus Becrpeyarorcs B 20% cirydaes.

Onucanue knunuyeckoeo cryyas. Ianuentka B., 8 net, mocty-
nmia 20.12.2023 B HEOTIIOKHOM IOPSIKE ¢ MPOsBIeHUAMU TMA.
PeO&HOK ¢ OTATOIEHHBIM T€HEeATOTMYECKHM aHaMHE30M, OT 2-i
OepeMeHHOCTH, TIPOTEKaBIIel Ha QOHE OTATOMEHHOTO aKyIIep-
CKO-THHEKOJIOTHUECKOTO aHaMHe3a; poAbl 1-e, omepaTuBHbIE, HA
38-ii Henene. C paHHET0 BO3pacTa JIEBOYKA YacTo MEPEHOCHIIA K-
HIEYHbIE, pECIIUPATOPHbIE WH(EKINH, OTCTaBala B (PU3NIECKOM
pa3BuTuH. PeructprpoBanuce cToKkrue ypOBHH THIIOATBOYMHUHE-
MUH, THIIOIPOTENHEMHH, TUITIOTaMMario0y IMHEMHH, TPpeOyIoIIie
3aMECTUTEIbHON Tepanuy BHYTPHBEHHBIM BBEICHHEM HMMYHOTJIO-
OynuHa. B 2021-2023 rr. peGEHOK HEOAHOKPATHO 0OCIIEIOBAH B
racTpOIHTEPOIOTHYECKOM oTaeneHnr OOIacTHON IETCKOM KIMHHU-
YEeCKO} OOJBHHUIIBL: JAHHBIX 3a MIPOTEUHTEPSIONUE POpMBI FHTE-
pomaruii, HepBUYHbIH IMMYyHOAE(HIUT He ToaydeHo. [IpoBeneHo
MIOJTHOE CEKBEHNPOBAaHKE YK30Ma: BBIsIBIeHa MyTaus reaa CD46
(MCP). PazBututo cumnroMmokomMiuiekca TMA mpeniiectBoBaia
JMXOPagKa HEYCTAaHOBJICHHOW ATHOJOTHH. 3apeTUCTPUPOBAHEI
IPHU3HAKU MUKpoaHruonarudyeckoro remonusa (Hb 100 r/im, muso-
Tl 2,3%, nakrataeruaporenasst 3573 EJI/m), pomOouuToneHus
(12 teIc/MKIT), rTHDIepa3oTeMus (ModeBrHA 18,33 MMob/11, KpeaTu-
HUH 233 MKMOJIB/JI, paCCYMTaHHAsE CKOPOCTh KIIyOOUYKOBO#H (HITb-
tparum 10,6 mu/mun/1,73 m?), morpebnenne C3 (67,53 mr/mn),
nporeunypwus (3,365 r/n), makporemarypusi. [TapanienbHo BbIsSB-
JIeHBI TUnepxonecTepruHemMust (6,32 MMOJIB/IT), HapyIIEeHHs OeJTKO-
Boro oOMeHa (o6uwmii 6enok 36 1/71, ansOymun 21,5 r/11), moBbIIIe-
HHE aJlaHuH-/acapTaraMuHoTpanchepassl (98/427 EJl/n), deppu-
tuHa (5560 ur/mi). [To maHHBIM YIBTPA3BYKOBOTO HUCCIICIOBAHUS
1 dy3HbIe N3MEHEHHNS TApEHXUMEI [T0YeK, CHIDKEHHE CKOPOCT-
HBIX ITOKa3aTesIe KpOBOTOKA B 00EMX MOUCYHBIX apTepusix. Aud-
(epeHnnaNbHas AUAarHOCTHKA OCYIIECTBIISNIACH C TPOMOOTHYE-
CKOM TPOMOOLIUTOIIEHNUYECKON My pPITypoii, ayTOUMMYHHOHI TeMo-
JUTHYECKOW aHeMHeHl, anTuTesnbHol Gopmoii al 'Y C, BUpyCcHBIMU
1 OaKTepuaNbHBIMU HHPEKIUIMH, CHCTEMHBIMU (OpMaMH aTo-
JIOTHH, TeMo0OacTo3aMu. B 3aMecTuTenbHOI MoueyHO! Teparnuu
pe6&nok He Hyxnancs. Vckinrouenue unbix popm TMA, BeIsiBIIC-
HME TOMO3UTOTHOM MyTauuu rena CD46, osry4eHne MoJ0XKUTENb-
HOUW TMHAMUKHU Ha ()OHE MPOBEICHNS] aHTUKOMILJIEMEHTAPHOM Te-
panuu oareepauiio tedenue al YC.

3aknaouenue. IlpeacraBieHHOe KIMHHYECKOE HaOMIONEHIE
JIEMOHCTpUpPYET TpyaHOCTH B nuarnoctuke al YC u HeoOxomu-
MOCTb MYJBTHANCIUIUIMHAPHOTO TTOAX0/a IPH 00CIeA0BaHUN U
JICYCHUH TAKHUX MAIHEHTOB.
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PRP-TEPAMWUSA NMPU FEEMAPTPO3AX KONEHHOIO
CYCTABA Y OETEMN

JNabyszoBa H.A.

Hay4HbI pykoBoguTenb:
npodreccop IB. CnnsoBckun

®Ire0Y BO «Cunbupckuin rocyaapCTBEHHbIN MEANLMHCKANA
yHuBepcuteT» MuHsgpasa Poccuu, Tomck, Poccus

Knroueebie crioea: demu; 2emapmpo3 KONIEHHO20 Cycmasa;
meparus; nnasmomeparnusi; nnasmagpepes; 2emMmomeparusi

Axmyanvrocms. HamMu BHEPEH HOBBIH CIIOCOO JICUSHHUS Te-
MapTpo30B npu nomouin PRP-repanuu (ot anmi. Platelet Rich
Plasma — Goraras Tpom0OonuTamu mia3ma). JlanHelid MeTos 1o-
3BOJIMJI COKPATUTh CPOKH BOCCTAHOBJICHUS IIPU reMapTpo3ax U
YMEHBIIUTH PUCKH OCIOKHEHHH.

Lenv: onpenenutsb 30 GeKTHBHOCTH JI€USHHUS AIIUEHTOB C Tre-
MapTpo3aMH MPH aBTOPCKOI Teparuy.

Mamepuanvt u memoow. B nepuon ¢ 2023-2024 rr. o6cneno-
BaHO 35 OOJBHBIX C TPABMATUYECKUMHU TTOBPEKICHUSIMH KOJIEHHOTO
cycrasa 1 (pOpMHPOBaHUEM T'eMapTpo3a 0e3 MOBPEXKICHUS CTPYK-
Typ. Kaxxae1it n3 manueHToB monydan gedeHue Mmerogom PRP-Te-
pamuu. 115 MoMydYeHHsT ¥ BBEACHUS ayTOIUIa3MBbl HCIIOIb30Ba-
JIMCH CIAEIYIOLINE MaTepHallbl: IIPHUL OHOPA30BbIH CTEPHILHBIN
(5 mi1) ¢ uroii u 6e3 une 22G ( 0,7 % 40 mm); urna-6abouka 21G
(0,8 x 19, 0,8 x 20, 0,8 x 25, 0,8 x 38 MM); UIIa UHBEKIIMOHHAS
OJTHOKpaTHOTo npuMeHenus crepuibHast 30GxY2" (0,3 x 13 mm);
WTJ1a WHBEKIHMOHHAS OJHOKPATHOTO MPUMEHEHHS CTepUIbHAS
21Gx1'%" (0,8 x 40 MM); mpoOHpKa C TEMapHHOM Ul B3STHS
kpoBH (8,5 mu). [1a3ma 3aroraBnmBanach HEMOCPEACTBEHHO MEPE/
BBEJICHHEM B CyCTaB Ha OCHOBE COOCTBEHHON BEHO3HOI Kpo-
BU 00JIBHOTO. 3200p BEHO3HOI KPOBHU MPOUCXOAUT HPU TOMO-
M UIIBI-0a00YKH B TPOOUPKU C TEHapUHOM JJISl B3SITHS KPO-
BH (8,5 mur). [Ipobupku ¢ KpOBBIO OOIHHOTO MOABEPTAIOTCS IICH-
tpudyrupoBanuto B Tedenne 5 MuH npu 30 000 o6/mun. danee
MPOU3BOANUTCA 3a00p ayTOJIOTMYECKOW TUIa3Mbl mmpuinom 22G
(0,7 x 40 mM). MecTo nHbEKLIMH 00pabaThIBaeTCs aHTHCENITHYE-
CKUM PacTBOPOM U IIPOBOJMTCSI MECTHAsI aHECTE3UsL. 3aTeM IIPo-
W3BOJIUTCS BBEJICHHUE COJEPKUMOTO LINPHIIA B ITOJIOCTH KOJIEHHO-
ro cycraBa. Kypc nedenus cocrapisier 1 BBeieHHE ayTOILIA3MbI B
KOJIEHHBIN CyCTaB 4yepe3 7 ITHEel KypcoM OT 3—5 ceaHCOoB.

Pezynemamulr. Y 28 manueHToB ¢ reMapTpo30oM, MOTydaB-
IMIMX JIEYEHHE ayTOJOTMYIHOM IU1a3Moi, oborameéHHol TpoMbo-
LUTaMH, ObUTH OTMEUCHBI 3HAYUTEIbHBIC YAYUIICHUS QYHKIHH
KOJICHHOTO CyCTaBa: yMEHbIlIeHHe 00 U pa3rudaTenbHOi KOH-
TPaKTYpBbl, YAyYlIeHHe KauecTBa XOAbObI M (U3MUECKON aKTUB-
HOCTH MallUeHTOB.

3axnrouenue. Jleuenne metogom PRP-tepanuu npu remap-
TPO3ax KOJIEHHOTO CycTaBa JaéT 3 PeKTUBHBII pe3ynbTaT U CIo-
coOCTByeT OBICTPOIl pereHepalnvy U YIy4dlIeHHIO (yHKIIMOHAIIb-
HOU clI0OCOOHOCTHU KOJIEHHOTIO CyCTaBa.

k ok ok

FM’MrmeHA PYK B CUCTEME NMPO®UITAKTUKHA
NAMBNUO3A Y OETEN

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

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

Kniouesbie criosa: demu; nsimMbriuo3; eueueHa pykK;
npogbunakmuka

Axmyanvrocms. B Benapycu cymmapHas 3a001eBacMOCThb
[IPOTO3003aMHU COCTaBIAET B cpeaHeM 12—-15 Ha 100 ThIC. Hace-
nenus. Ha nomo nmsam6iano3a npuxonurest 10 98% ot obero uuc-
Jla MHBa3MPOBAHHBIX MATOTeHHBIMA mpocteiimmmu. [ToBcemect-
HOE pacrpocTpaHeHne, pa3Ho00pa3ye KIMHUIECKHX POSIBICHHH,
CJIOKHOCTH JTa0OPaTOPHON JHAarHOCTHKH — BCE 3TO 3aTPyHHSET
MIOCTAHOBKY JMArHo3a 1 TpeOyeT aHanu3a pacpoCTpaHeHHUs M-
0ro3a cpei HaceneHusl.

Llens: orpenenuTh BIUSHUE COONIONEHUS JTUYHON TUTUEHBI
Y THTHEHBI PYK Ha pacrpoCTpaHeHUe JIIMOIN03a Cpe/IH AeTel.

Mamepuanvt u memodsr. J111st pabOTHI UCHIONB30BAJIH JaHHBIE O
3a00JIeBaHUAX JIIMOIIH030M, TIOTBEPkKIEHHBIX JTAOOPATOPHO, aHa-
36l nepudepruuecKoil KpoBH, 3a(hMKCUPOBAHHBIX B KypHalaX B
2015-2023 rr. [Ipu oOpaboTke MaTepHaia UCIONIb30BANIN MTAKET
KOMIIbIOTepHBIX IporpamMm Microsoft Office Excel.

Pezynomamur. Beisasneno 86 ciyyaes jsmM01103a, 4To Ha 25%
MEHBIIIE, YeM 3a NMPEABIIYIINH epHo, OTMeYaeTCst TeHASHIUS K
YMEHBIIIeHUIO 3a00neBaeMocty B iepuoy manaemun COVID-19.
BonbmmHCTBO 32007€BIIMX — AETH B Bo3pacTte 4—8 JIeT, YTo MOK-
HO CBA3aTb C BHUMAaHUEM K TUTUCHC PYK U JOJDKHBIM MEIUKO-TU-
THCHUYECKUM BOCIIUTAHUEM B IETCKUX KOJUICKTHBAX. YHUCIIO Mmaru-
€HTOB, HAIIPABJICHHBIX Ha 00CIIEIOBaHue, U OOJBHBIX C MMOATBEPXK-
JIEHHBIM THATHO30M «J1IMOITHO3» B iepuoa nanaemun COVID-19
3HAYUTENHHO CHU3UIIOCH, YTO B OOJBIIEH Mepe MOXKHO OOBSCHUTD
YCHJIEHHEM MTPOPUIAKTHIECKUX MEP.

3axnouenue. MBITbE pyK SIBISETCS KIFOYEBBIM KOMIIOHEH-
TOM B CHIDKCHUU PUCKA Pa3BUTHUSA JsIMOIK03a. ColOmtoneHue mpa-
BUJI ruruensl pyk Bo Bpems COVID-19 3HauuTenbHO CBSI3aHO
C YMEHbIICHHEM KUIIeYHbIX HH(pekuuid. [IpodunakTuka M-
65no3a y aetei TpeOyeT BBISIBJICHUS U JICYCHUS OCCCHUMIITOM-
HBIX MIapa3uTOHOCHUTENEH U cToBbIAeauTeNneH. [IpuButue nersam
TUTHCHUYCCKHUX HABbIKOB, UCIIOJIb30BaHUC KHANSTYEHOM BOJBI OJ14
MTUTHS X MBIThsI ()PYKTOB M OBOIIIEH, TPOBEICHNUE POTHBOIITHIC-
MHYECKHX MEPOTPHATHI B IETCKHX YUPEKICHUSIX HTPACT BAKHYIO
POJTB B IIPEYTIPEKACHAH CITyJaeB JIIMOIo3a. B 1eTckux yupex-
JIEHUSIX U MecTax OOIIEeTo MONb30BaHuUs JOJDKHBI OBITh CTIeIHab-
HbI€ MBUIbHHIIB!, HHAMBUyaIbHbIC OJIOTeHNA. Taoke, yUuThIBas
YCTOHYUBOCTD LUCT JSIMOMI K XJIOPCOAEPKALIUM IIpenaparam,
JUTsl yOOPKH ClielyeT MPUMEHSTh MBUTBHO-COJIOBBIC PACTBOPHI UITH
MOIOIIIe-Ie3UH()EKIIMOHHBIE CPEAICTBA, YTO TO3BOJHUT YITyUIIUTh
KayeCTBO MPOBENEHHON YOOPKH.
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ANMAEMmnonorma NHeEKLMOHHOIO
MOHOHYKINEO3A Y OETEN

Jlenuxosa J1.MN.

Hay4HbIn pykoBoaguTenb:
npodeccop E.B. NweHnu4Han

OrbOY BO «[JoHeLkuin rocyaapCTBEHHbIA MEOULIMHCKIN
yHuBepcuteT nmeHn M. lopekoro» Munsgpasa Poccun

Knouesbie criosa: demu; UHQEKUUOHHbBIU MOHOHYKIIE03;
2eprieceupyc; 3abonesaemocms; 3nNUOemMuUoIo2usi

Axmyanvrocms 00yCIOBICHA BBICOKOW PacipoCTpaHEHHO-
CTBIO TePIECBUPYCHBIX UH(PEKIMI. YCTaHOBIEHO, uTO 10 90% net-
CKOTO HaCeJIeHUs TUIaHeThl HH()UIIMPOBAaHO IeprIeCBUPYCaMH, MPHU-
4éM y 50% M3 HUX OTMEYAIOT MaHH(PECTHOE TeUCHHUE 3a00ICBaHMSL.

Lleny: onpenenuTh SMUAEMHOIOTTIECKHE 0COOEHHOCTH UH-
(bekronHoro MoHoHykieosa (M) y nereit B TeueHue MOCIE-
Hux 10 net.

Mamepuanvl u memoout. VIcTI0oaAb30BaH MUAEMUOTIOTHYE-
CKUI MeToz aHaIM3a Moka3arenel 3adoneBaemoct UM y nereit
B2014-2023 rr.

Pesynomamui. BeIABICHO 3HAYNMOE YMEHbIIECHHE TTOKa3a-
Tesst 3aboneBaemoctd UM cpenn COBOKYITHOTO JIETCKOTO Hace-
nenusd. Eciu B 2014 1. on paBusuics 47,4% Ha 100 Thic. Hacene-
Hus, T0 B 2023 1. coctaBui 18,8% Ha 100 Thic. HaceneHus. AHa-
JIU3 MHOTOJIETHEW TuHaMuKu 3aboieBaemoctd VIM mokasbIBaer,
YTO YCJIIOBHO MOXXHO BBIJENUTH 3 Mepuoaa pocra. B nepBom re-
pHoze ToKa3aTeNb 3a00JIeBaeMOCTH HaXoauics B penenax 45,0—
47,5% na 100 TpIC. HaceneHHs; BO BTOPOM — JaHHBIA OKa3aTelb
yBesnmuuics u cocraBui 49,9% na 100 Teic. HaceneHus; B TPEThb-
€M IepHoJe OTMEUEHO 3HAYMMOE YMEHBIIEHUE 3TOr0 MOoKa3are-
ns ¢ 35,5 no 18,8%. Ymenbmenue 3aboneBaemoctd UM y ne-
Teil 00yCIIOBIIEHO MUTpalMeil HAaCeNeHUsI, B TOM YUCIIe JIeTeH, a
Takke BOSMOKHBIMH HapyIIeHUsIMH y4éra Bcex ciydaeB VIM Ha
¢one nangemun COVID-19. B 3t nepuoss! 4ucio aereit B 00-
el yncineHHocty HaceneHnus k 2015 1. cocrasmio 15,9%, B 2016
r.— 15,6%, 82017 . — 16,5%, B8 2023 . — 15,5%. Cpeau oco-
6enHocreif IM y netelt 1-ro rofa *H3HU CIEyeT CUUTATh MEHb-
LIyI0 YacTOTy pErucTpupyeMoii 3abonesaeMoctu. B mons3y sto-
TO CBHJETENBCTBYIOT cieaytomnue nokazarenu: B 2014 . — 29,7%
(12 cmyqaes), 2018 . — 17,7% (7), 8 2022 1. — 28,1% (143) Ha
100 TbIC. HaceIeHuUS.

3axniouenue. JJunamuka 3aboneBaemoctu M y nereil B
2014-2022 rr. HeoHOPOJHA U XapaKTepU3yeTcs Kak epuofaMu
noabéMa, Tak M CHH)KEHHEM II0KazaTesiel, 4To yKa3bIBaeT Ha He-
00X0MMOCTB SMHAEMHOIOTHIECKOro MoHHTOprHTa VIM.
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YPOBEHb OCBEAOMJIEHHOCTU HACEJNEHUA
N MEOULIMHCKUX PABOTHUKOB O CINMOCOBAX
BAKLIMHOMPO®UIAKTUKU THOUHBIX
MEHWHIUTOB Y OETEN

NutenHos A.U."
Hay4Hbi pykoBoguTens: goueHT [1.B. CyToBckas?

'®BIroyY BO «Kyb6aHckuii rocynapCTBeHHbIA MeQULIMHCKUIA
yHuBepcutet Munsapasa Poccuu, KpacHogap, Poccus;
2IbY3 «[eTckas ropogckas nonuknuHuka Ne 1 r. KpacHogap»
MuH3apaBa KpacHopapckoro kpas

Kriroueebie crioga: demu; MeHUHaUm; aHKemuposaHue;
8aKyuHornpogunakmuka; 0ceedoMIeHHOCMb

Axmyanornocms. THOWHBIE MEHUHTHTBI — aKTyaJllbHas Po-
OJieMa MaToJIOTHH HEPBHOM CHCTEMBI y JI€TEH, KOTopast UMeeT -
(hexTrBHBIE CTIOCOOBI UMMYHOIIPOQHIAKTUKH.

L]ensv: onpenenuTh ypoBEHb OCBEIOMIEHHOCTH HACENIEHUS U
MEIMIIUHCKOTO MIepCOHaja 0 croco0ax BaKIMHONPO(DUIAKTUKA
THOWHBIX MEHUHTUTOB y JIETEH.

Mamepuanvt u memoowi. CieHaILHON aHKETOH-OTIPOCHUKOM
npoankeTupoBano 102 pecnoHaeHTa, ponuTeneil — 66 demoBex
(xkeHIMH — 61, My»X4UH — 5), METUIIMHCKUX PaOOTHUKOB — 36.

Pe3zynemamul. AHanU3 OTBETOB poAUTENEH HA BOIPOCH! aH-
KETHI [T0Ka3aJ1, 4To 0oJiee MOJIOBUHBI pecroH/1eHTOB (56,1%) yBe-
pEeHBbI B CBOMX 3HaHUAX HalmoHanbHOTo KaneHaaps npoQuiakTu-
YECKUX IPUBUBOK; TPETh y4acTHUKOB (33,3%) He 3HAIOT 0 YacTH
NPUBHUBOK; Kbl aecsaTolid (10,6%) poanTtens He 3HAET O CY-
IIECTBOBAaHUM JAHHOTO JOKyMeHTa; 56,1% ONpoIIeHHBIX CTPOTo
clienytoT cpokam HalmoHanbHOMY KaJIeHAapio B BOIPOCAX BaKIIU-
Hauuu fereif, 42,1% ponuteneil fenaroT IPUBUBKU BEIOOPOUHO.
Menee tpetu (31,8%) nporieammx onpoc, 3Hal0T, 4YTO TaKoe Me-
HuHrutT. Kaxxapiii 5-i (21,2%) pecrioHeHT He 3HaeT NPUYKH BO3-
HUKHOBCHUSI MCHUHTHTA, Cpeli HUX 16,7% cuuTaroT, 4To peOEHOK
MOXXET 3a00J1€Th MEHUHTUTOM H3-3a NPUBHUBKU. [10uTH Kaskabli
tperuit (30,4%) pecOHACHT 3HAET, YTO OT F'HOHHOTO MEHUHTH-
Ta 3alyIaeT BakurHa MeHakTpa, HO TOJIBKO 8,7% ONpOLICHHBIX
BKJIOYMJIM B CIIUCOK NMPUBHUBOK OT THOWHBIX MEHHHIUTOB IIpeTia-
par Ilpesenap 13 u 1,4% — Bakuuny Ilentakcum. B onpoce B
OomnbIIell CTeNeHN MPUHUMAIH ydacTHe Bpadn-neanarpsl (50%),
CPeAM APYTHX MEIUIMHCKUX CIELUAIBHOCTEH MPeICcTaBIeHBI:
akymepsl-runekonoru (16,7%), menununackue cectpsl (11,1%),
B PAaBHOM cTeneH! MH(EKIIMOHUCTHI, HEBPOJIOTH, TEPAIeBThI, ra-
cTposHTepoord (5,6%). AHanU3 UX OTBETOB MOKA3all, YTO TIOUTH
BCE BpPauH MOJHOCTHIO YBEPEHBI B CBOMX 3HaHUAX HanmoHansHO-
0 KaJIeHAaps MPOQUIaKTHIECKUX TPHBUBOK, HEYBEPEHHOCTD HC-
IBITHIBAIOT JIMIIb HEKOTOPBIE aKyIepbl-THHeKomoru (5,6%), mpu
9TOM JIeJIal0T NPUBUBKU M30upareabHo Takke oHu (11,1%). TIpo-
HIE/IINE ONPOC MEAUIUHCKHUE CECTPHI HE 3HAIOT, YTO TaKOe Me-
HUHTUT. MeHee nojoBUHbI Bpaueit (44,4%), B TOM 4HCIIe TOIBKO
nonoBuHa (55,5%) meanaTpoB MOTYT TOYHO Ha3BaTh YaCTHIX BO3-
OyauTenell THOMHBIX MEHUHTUTOB y neteid. OTMEUeH TakkKe He-
JIOCTaTOYHBIA YPOBEHb 3HAHUH Bpaueil 0 CpoKax BaKLUWHAIMH U
00 HCIONb3yeMbIX UMMYHOIIpEnaparax.

3aknrouenue. YCTaHOBJIEH HU3KHH YPOBEHb OCBEIOMIIEHHO-
CTH HAaCeJICHUsI O THOMHBIX MEHUHTUTAX Y JIeTeH U HEYJIOBJIIETBO-
PHUTENBHBINA YPOBEHb 3HAHUH poAnTesel 0 BaKIIMHONPO(DUIAKTH-
K€ MEHHHTHTOB. HacTOpOXEHHOCTH BBHI3BIBAET TAKXKe HEJOCTa-
TOYHAsl KOMIIETEHTHOCTh Bpaueil B MPOBEICHUS UMMYHU3AIUH
JIETCKOTO HACENCHUSL.
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HYTPUFEHETUYECKUE OCOBEHHOCTU Y OETEN
C PACCTPOMCTBOM AYTUCTUYECKOIO
CMNEKTPA

NobaHoB M.E., YypcuHa E.M., Nocnep T.E.
HayuHbi pykoBoguTens: goueHT O.U. N'ymeHIok

®IrBOY BO «CapaTtoBCKuiA rocyaapCTBEHHbIN MEQULIMHCKUN
yHuBepcuteT umenn B.W. Pasymosckoro» MuHsapaBsa
Poccun, Capatos, Poccus

Kntoyeesnie crnosa: HympuseHemuka, paccmpoacmeo
aymucmu4ecKoc0 criekmpa;, rnosiIHoeeHoMHoe
CeKseHuposaHue, nuwesas asiepaus

Axmyanvrhocmy. HyTpureHeTrka sBIseTcsl HayKoi O BIUSHUA
TeHeTHYECKUX BapUaluil Ha MUIIEBOE MOBEICHNE U POJM MHTa-
TEJBHBIX BELIECTB M OMOJOTMYECKH aKTUBHBIX MUIIEBBIX COEIH-
HEHUH Ha cocTosHue opranusmMa. Mudopmarys o reHeTH4ecKux
0COOEHHOCTSIX MO3BOJISIET MIOIyYUTh HOBbIE 3HAHUS, HAIIPABJIEH-
HbIE Ha JIy4lllee TOHUMAHUE B3aUMOACHCTBUI NMUTATEIbHBIX Be-
[IECTB M T€HOB C KOHEYHOH LENbI0 pa3pabOTKH MMepCOHATH3HPO-
BaHHBIX CTPATETHH MUTAHUS ISl ONITHMAIBHOTO 3J0POBbS U IIPO-
(unakTHKY 32001€BaHUi y JeTei.

Lenv: onpenenuTs HyTPUTCHETUIECKUE OCOOCHHOCTH Y Je-
Tel ¢ paccTpoiicTBoM ayTuctuueckoro crekrpa (PAC).

Mamepuanvt u memoowt. IIpoBenéH aHaIU3 MUILIEBOH MTEPEHO-
CHMOCTH Ha OCHOBaHMH HYTPHICHETHIECKOTO TECTUPOBAaHHS 32
nareHToB ¢ PAC B Bo3pacte 15-18 nert (cpennuii Bo3pacr 16,2 +
1,2 rona), mpoIeANuX NPOLEAYPY NOTHOTCHOMHOTO CEKBEHUPO-
BaHus (III'C). U3yyancs nonmumopdusm renoB STAT6 (amneprus
Ha Moinoxo), HLADRB1*0301 (nepeHocuMOCTh IIt0TeHa), AMY1
(nepenocumocTb Kpaxmaina), MCM6 (IepeHOCUMOCTb JaKTO3bI),
ClIORF30/LRRC32 (numieBas ayuteprusi). Taxke usydaicsi reH
FGF21, oTBETCTBEHHEBIH 3a BJCYEHUE K CIAAKOM IHUIIE.

Pesynomamur. Ipu [1I'C nmarorenHble BapuaHThI BBISIBICHBI
y 12 (38%) nmauuenrtos B cnepyronwmx renax: KMT24, FGFR3,
CUX2, NSD1, PTEN, SHANK3, ANKPDI11, ARIDI, WDR26,
PHF6, DDX3X, MECP?2. Ilpu aHanu3e HyTpUT'€HETUYECKOTO Te-
CTa YCTAHOBIICHO, YTO HOPMaJbHas HEPEHOCHMOCTh TIIFOTEHA OTIpe-
nemsinack y 27 (84%) nereit, y ocTanbHBIX 5 geTeid ObUT BBISBICH
nonumopdusm reda DRBI1*0301. B 41% cny4aeB Oblia onpene-
JIeHa IIPEAPAcHONOKEHHOCTh K HEEPEHOCUMOCTU MOJIoKa (T10-
aumopdusm reHa STAT6), B 91% BbLsABICHAa HENEPEHOCUMOCTD
kpaxmana (monmumopdusm rena AMY1). IIpenpacmnoioKeHHOCTb
K HEMIEpEHOCHMOCTH JIAKTO3BI cocTaBmia 84% (momumopdusm re-
Ha MCM6). Y 63% GonbHBIX ObLIa BBISBICHA MPEAPACIIONOKEH-
HOCTb K IHIEBOH amnepruu. ¥ 69% mnauueHToB BbIABIEHA Ie-
HEeTHYecKas IPeAPaclONOKEHHOCTh B YIOTPEONEHUH CIAKUX
IIPOAYKTOB, B 99% cilyyaeB 3TH MAlMEHTHI IPEIIOUUTAIN YIIO-
TpebnaTh cnagoctu. B 12% ciydaes 6bU10 OIpesiesieHO Halluuue
npeanouTeHus u B 19% orcyTcTBHE moTpeOHOCTEN B yroTpebe-
HUH CITAJIKUX TPOTYKTOB.

3axnmouenue. Ilpn aHanM3e HyTPUTEHETHUECKOTO CTAaTyca y
nereit ¢ PAC BbIABIEHA NPEPACIIONOKEHHOCTD K IUILEBOH ajiep-
I'MH, HENIEPEHOCUMOCTH JIAKTO3bI, KpaxMaila, MOJIOKa U B MEHbLIEH
CTEIEHU INII0TEHA. YCTaHOBIEHA B3aMOCBSI3b MEXY yoTpeoie-
HHUEM CJIQIKOH IHIIN U TeHETHYECKON MPEeIpacioNoKEHHOCTBIO K
cnagkomy. OnpeziesieHne HyTPUTeHETHIECKIX 0COOEHHOCTEH Mpu
PAC y neteii ciocoOCTBYyeT pa3paboTKe MepCOHATM3UPOBAHHOTO
HOZIX0/1a K COCTABJICHUIO JICYEOHBIX CXEM M ONTUMMU3AIUU IIUTa-
HUs OOJIbHBIX.

NMPOrHO3MPOBAHUE NMOPAXEHUN
NMPOKCUMAIBbHbIX OTAENOB TOHKOW KULLIKU
Y OETEW C BONE3HbIO KPOHA

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

Hay4HbIn pykoBoauTenb: npodeccop
A.C. NMoranos'?

'®IAOY BO «[epBbiti MockoBCkuiA rocyaapCTBEHHbIN
MeauLMHCKUA yHuBepeuteT nmenn .M. CeveHosa»
Mwun3agpasa Poccum (CeveHoBckui yHuBepcuteT), Mocksa,
Poccus;

20lAY «HauunoHanbHbIN MeaULMHCKUIA nccreaoBaTenbCKUM
LleHTp 3gopoBbsa aeten» MuHagpasa Poccun, Mocksa,
Poccus

Knitouesbie criosa: demu; socrianumernbHbie 3abosiesaHust
Kuwey4Huka; 6one3Hb KpoHa, moHkas Kuwka; duaeHOCMUKa;
USTe0KONTOHOCKOMUS

Axmyanvrocms. Uneokononockonus (UKC) seasercs oa-
HUM M3 KJIIOYEBBIX MeTOJ0B quarHocTrku 6one3nu Kpona (BK),
KOTOpasi MOXKET HOPaXaTh JIF0OOOH OT/AEIN KeNyIOYHO-KHIIEYHOTO
TpakTa. OHaKO BU3yaJIU3als IPOKCUMAIIBHBIX OT/IEJIOB TOHKOM
kumkn (IIOTK) ¢ momomsto MKC 3arpynneHa, st 3TUX Tenei
ObuTa pazpaboTana BuacOKarcynbHas sHTepockomnus (BKD). Ona
SBJIAETCS MAJOMHBA3UBHBIM, HO JOPOTOCTOSIIUM METOIOM JHa-
THOCTHKH, B CBSI3U C YeM €€ NPUMEHEHHE y JeTel OrpaHUYCHO U
TpebyeT olpeAeneH s I0Ka3aHuii K e€ IPOBEJCHUIO.

L]env: onpenenuTh COCTOSHIE MPOKCUMAIIBHBIX OT/IEJIOB TOH-
KOI KHMIIKK € TOMOIIbIO HIIEOKOJIOHOCKOIHH Y Aetelt ¢ BK st ot-
6opa nanueHToB Ha npoBezicHne BKD.

Mamepuanvt u memoodwi. [Ipoananu3upoBano 84 UCTOpUH
6onesnu aerer ¢ BK, HaxoauBIINXCS HA TOCITUTAIN3AINN, KOTO-
pbiM Oblna nposegeHa BKO u MKC. B 3aBUCHMMOCTH OT ypOBHS
nopakenus kumeyHnka Ha IKC OonbHbIe ObUTH pacipeneseHbl
Ha 4 Tpynmsl: | — ¢ M30JIMPOBAHHBIM TOPAKEHUEM TEPMHUHAIb-
Horo otaena noas3aomHoi kumkw (TOIIK), 2 — ¢ n3onmuposan-
HBIM TIOPa’KEHHEM TOJICTON KUILIKH, 3 — IIPU COUYETaHUU MOpake-
uuii TOIIK u ToncToil KMIIKK, 4 — NP OTCYTCTBUM IATOJIOTHU.
Jns nporunosuposanus nopaxenus IIOTK nposenén pacuér or-
Homrenus mancoB (OL) u 95% nosepurensHoro nunrepsana (J1).

Pesynomamer. 3menenus [IOTK o nanasiM BKD 6bu1H BbI-
sBIEHHL Y 56 (66,7%) 60npHBIX. Cpean Beex npoBeaéHHbIX MKC y
21 (25%) narnmenTa Ob110 OOHAPYKEHO H30JIMPOBAHHOE MOPaXKEHHUE
TOIIK, y 4 (16%) — Tonctoit kumky, y 23 (27,4%) — Bcex otne-
JIOB KMIIICUHHKA, a y 8 (9,5%) O0bHBIX OTMeuaach SHI0CKOIHYe-
ckast pemuccus. [lomyueHHbIe JaHHBIE YKa3bIBAIOT Ha BEICOKMH PUCK
o6HapyxeHus m3menenuid B [IOTK npu Hamm4uu H30IMPOBaHHOTO
nopaxenus TOIIK (OLI 3,6; 95% AU 1,1-11,8; p = 0,029), a Tak-
xe uneokonuta (O 4,2; 95% U 1,3-13,7; p = 0,014). Hampo-
THB, OTCYTCTBUE NATOJIOTUYECKOTO POLIECCa WU JIOKATH3alus €10
TOJIBKO B TOJICTOM KHIIKE YMEHBLIAET IIAHC BBISBICHHUS aKTHBHO-
ro Bocmanenus B [IOTK B 0,2 (95% U 0,1-0,6; p = 0,003) u 0,3
(95% U1 0,1-0,8; p = 0,010) pa3a COOTBETCTBEHHO.

3axarouenue. Hammune mamenenuit B TOIIK y mereit ¢ BK
MOXXET YKa3bIBaTh Ha BO3MOXKHOE MIOPa’KEHHUE BBIILIEIEKALINX OT-
JIEJIOB TOHKOM KHIIKH W SBJISICTCS TMOKa3aHUEM JUIsl TIPOBEACHUS
BKD. OueHnka 00b&Ma NaTOIOrMUECKOr0 IOPAXKEHUS KUIIKY SIB-
nseTcs HeoOXOAMMBIM U1l Ha3HAUCHHUS CBOEBPEMEHHOM MeaMKa-
MEHTO3HOH Tepariuy, KOPPEKIIUU CUMIITOMOB ¥ YMEHBIIICHHS PH-
CKa Pa3BUTHS OCJIOKHEHHU.

* %k ok
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BHEBOJIbHUYHASA MHEBMOHUA Y OETEN

Nynbkos E.N., Ila3apes B.C.

Hay4Hble pykoBoaguTenu: AOLUEHT
E.A. CamopopgHoBa, accucteHT [.T. LasnoBa

OrAQY BO «KasaHckui rocyaapCTBEHHbI MEOULMHCKAN
yHuBepcuteT» Munsgpasa Poccuu, KasaHb, Poccus

Knroueenbie criosa: 0emu; eHebor1bHUYHas MHEe8MOHUS;
ObixamerbHasi Hedocmamo4yHoCcmb, 6POHX006CMPYKMUBHbIL
CUHOpOM

AxmyansHocmp. 3a00J€BaHUS OPTaHOB JIBIXAHUS Y JAETEH exe-
TOJIHO 3aHUMAIOT JIMIUPYIOILYIO TTO3ULIHIO B CTPYKTYpe 3aboseBae-
moctu. [To manueiM BO3, Ha 2019 1. oT THEBMOHUN CKOHYAIOCH
14% neteii B BO3pacTe 10 5 JIeT, aTHIIMYHOE TeYeHHe 3a00IeBaHus
ormedaercst y 50% G0IbHBIX, FOCIMTATN3UPOBAHHbIX B CTALOHAP.

Llenv: onpenenuTb 0COOCHHOCTH TEYCHHUSI BHEOOJIHHUYHBIX
MTHEBMOHMH y JIeTei.

Mamepuanst u memoowi. IIpoBenén ananus 148 ncropuii 60-
JIE3HH JETeH, TOCIUTAIM3UPOBAHHBIX B CTAMOHAP C CEHTIOPS
2023 r. mo stuBapb 2024 1. ¢ quarHo3oMm «BHEOOTbHUYHAS TTHEB-
MoHus (BID)».

Pe3ynemamul. 3Ha4MMBIX 0COOEHHOCTEH B IOJIOBOM CTPYK-
Type 3aboneBaemoctu jereil BII ne BoisiBiaeHo. IIpu atom 43%
GOJIBHBIX UMEJH COIyTCTBYoIMe 3aboneBanus. OcTpoe Hayao
BII 66110 ¥ 55% G0nbHBIX. [IpH3HaKy OpIXaTeTbHON HEJOCTATOq-
HOCTH 12 cTenenu HaOmonamuch y 50% pecrnoHaeHToB, yMepeH-
HBbIH MHTOKCUKALIMOHHBIA cuHApoM — y 20%, pecnupaTopHbIi
cunapoM 6ecniokonn 100% nereit. Y 70% rocnuraau3upoBaHHBIX
MAIEHTOB MPUCYTCTBOBAIIM NMPU3HAKK OPOHXO00OCTPYKTHBHOTO
CHHJIpOMA: CyXHe CBHUCTSAIINE WIH TUCTAaHIHMOHHBIE XpHIbl. OX-
Bar BakiuHanuei 0onpHbIX BIT cocraBmi nmumb 70% aerei, uro
CBS3aHO C OTKa30M POJUTENEH OT NPOBEACHHS IPUBUBOK JI€TAM U
OTCYTCTBHEM BaKIMH B MOMMKINHUKaX. Kpome Toro, y 83% Goinb-
HbIX BII nanHble MUKPOOHOIOTHUECKOTO aHANIN3a CIIM3U C 3aHeH
CTEHKH TJIOTKU Ha a3poOHYI0 U (haKyIbTaTHBHO-aHA3POOHYIO MU-
KpoOHOTY ObUIH OTpULIATENbHBIMY, JUIIb Y 53% nereit Guomap-
KEPBI BOCHATUTEIHHOTO OTBETA ObLTH MOJI0KUTEIbHBIMHU (YBEJIU-
YeHue KoHIeHTpauuii C-peakTHBHOTO OejKa OBbIJIO BBELIBICHO B
38% ciydaeB, JEHKOLIUTO3 CO CABUIOM JIEHKOLUTapHOH (opmy-
el — B 15% ciyuaes).

3axnrouenue. CoBpemeHHble ocobeHHOCTH Teuenus BII y ne-
Teil XxapakTepu3yloTcs npeodiajlanie B KIIMHUYECKOH KapTuHe 00-
JIe3HH OPOHX0OOCTPYKTHBHOTO M PECITUPATOPHOTO CHHAPOMOB Hal
MHTOKCHKAIIMOHHBIM CHHIIPOMOM U HU3KOH aKTHBHOCTBIO OMOMap-
KEPOB BOCHAIUTENILHON peakuuy B OOJNBIIMHCTBE CIydaeB. Bol-
SIBJICHBI HETAaTUBHBIC TCHACHI WKW CHHUXXCHUS OXBara BaKLIMHALIUH
JIETCKOTO HACEJIEHUs], YTO CIIOCOOCTBYET POCTY U PACIPOCTPAHEH-
HoctH BII, TpeOyromux ycuneHus Mep 10 MpoBeAeHHIo crenudu-
4eCcKOH MPpOQHITaKTHKH.

onbIT ANIMTENbHONO HABNMIOOEHUSA PEBEHKA
C NEPBUYHOW KULLEYHON
NUM®OAHTMOIKTA3MUEN

Maneto E.M.", JllyueHko B.B.’
HayuHbI pykoBoguTenb: npodeccop A.H. CypkoBs?

"OFAQY BO «Poccuinicknii HauMoHanbHbIN
uccnenoBaTenbCKUi MeQULMHCKUI YHUBEPCUTET NMEHMN
H.W. Muporosa» Munagpasa Poccun, Mocksa, Poccus;
20IBHY «Poccuiicknini HauMoHarbHbIVA LEHTP XMPYpriu
umenun akagemuka b.B. MNetposckoro», HAW neamatpun
1 oxpaHbl 3gopoBba aeten HKL, Ne 2, Mockea, Poccus

Knrouesnie criosa: knuHudeckuli criydad; 0emu; nepeuyHasi
Kuwey4Has numgbaHauo3Kkmasusi; duagHoCmuka;
duemomepanusi; curozammaznobynuHemus

Axmyanvuocmyo. IlepBuyHas KUIIeYHAs TUM(aHTHOIKTA-
3Usl — OYEHb PeAKOe FeHEeTHYECKOe 3a00JIeBaHUe, MPOSBIISIO-
Iieecst TUMepIuIa3uel TMMGaTHIeCKUX COCYI0B TOHKOM KHUIIKH,
9Kccynanuei TMMQbI B IPOCBET KUIIEUHUKA. XapaKTePHO HAJIU-
YHe rUnoab0yMUHEMUH, TUITONPOTEMHEMHH, OTEYHOTO CHH/IPO-
Ma, CHHJpoMa ManbabcopOuuu. [IuarHo3 Bepuduuupyercs Ha oc-
HOBaHUH JIAHHBIX OMOTICUH KHIIEYHHKA W H3MEHEHUH J1abopaTop-
HBIX ITOKa3areseil.

Onucanue kaunuyeckozo cryuas. PedeHok ot [ GepeMeHHOCTH
(Toxcuko3 B 1 Tpumectpe), I cpounsix pono. Macca Tena npu po-
sxneand 3800 1, mHa Tena 52 cm. B 1 mec — [pu Y3U opranos
Opro1IHO# noocTH B Bo3pacte | Mec Oblia BhISBICHA IenaToMe-
raiusi. B Bo3pacte 8 Mec. 0TMEUEHO OTUETIIMBOE B3AyTHE )KUBOTA.
B nmabopaTopHBIX aHamM3ax: SpUTpOIUTel — 5,21 x 10'%/n
(N <4,9); neiikonuter — 4,6x10°/1 (N > 6,6); HeHTpODHIBI —
47,1 (N < 28); numdountst — 34,6 (N > 50); MOHOUUTH —
11,2 (N:2-8). B Bospacre 1 rox: spurpouutsl — 5,42 x 10'%/i;
JeAKOIMTH — 6,6 x 10°/71; TpoMboIHTE — 592 % 10%/1 (N < 494);
Heitrpod el — 67; muMpouuts — 16,5; MOHOIIMTHL — 15; aHu-
30IIMTO3 CMELIaHHOTO THIA ¢ TPeo0IaJaHeM MUKPOIIUTOB, MOH-
KWJIOLIUTO3 — MHIICHEBUIHbIE SpUTPOLUTEL. [Ipn 1ononHuTeNb-
HOM nipoBezieHHH Y3U ObUTH BBISIBIICHBI JOJIMXOCHTMa, THIIOTOHYC
ToncToi Kumky. Mckmouena uenuakus. HaOmonamics oTéku Bek,
repuopOnTANbHBIN IUAHO3, 3HAYMTENBHOE B3AyTHE KUBOTA. [Ipn
MAJTBITALIHA KUBOT MATKHHN, 0e3001€3HEHHBIN, Kpail edeH  dJia-
CTHYEH, U3-11071 peOEpHOM ayru He BbicTymaet. CTy Kaimieoopas-
HBIH, C 3€JICHOBATHIM OTTEHKOM, XXHPHBIM OneckoM. Jlaboparop-
HO: remorioour — 92 /i1 (N > 110); pomGouuter — 421x10%/1;
aeikonuTel — 6,2%10%1; runoansOymunemust 1o 17 r/a (N > 28);
runonpotrenHemus 110 32 r/1 (N > 56). ConeprkaHue KaJlbIpOTeK-
tiHa B KpoBu: 267 MKr/T (N < 50). [Ipu nposenenun 330¢arora-
crponyoneHockomus (AI/IC) BeisiBiIeHA TMM(DAHTHOIKTA3HUS JIBE-
HAALATUIIEPCTHOM U Tomel kumku. [lomydan nuerorepanuio, ra-
CTPO- U TeTaTonpoTEeKTOPHYO Tepanuio. B tuHamuke 1abopaTopHo
COXpaHseTCs TunoainbOyMuHeMus, runonporennemus. Copepixa-
aue IgM B kpoBu — 0,17 1/i1; IgG — 0,0. YpoBeHb KaNnbIpOTEKTH-
Ha — 465 Mkr/t. [Toxyuan nHdy3un meHTaro0uHa B cTallloHape,
10 MECTY JKUTENIbCTBA Tepanus He IPOBOAWIAck. B cBs3u ¢ yxya-
IIEHUEM COCTOSIHUS TOCIIUTANIM3UPOBaH B Bo3pacte 1 rox 6 mec.
IIpu xonmoHoCKONMYU: TUM(PAHTHOIKTA3US TOAB3AOIIHON KHIIKH,
WJICUT, pacripocTpaHEHHbIA KoUT. [1pu aHanm3e OUOTICHH BbISIB-
JieHa TUM(aHTHO3KTa3Us JBEHALATUIICPCTHON U TOLIEH KHUIIKH.
BonpHOI MoyJan 3aMeCTHTENbHYIO0 TePani0 HMMYHOITIO0YITH-
HaMH, aJlbOyMUHOM, epMEHTaMH, aHTHOAKTEPUATIBHYIO TEPAITUIO
C MOJIOKHUTENBHBIM 3 dexTom.

B nanbHelimem peryisipHO rocIUTaIN3UPOBAJICS IJIs IPOBE-
JeHus uHQpy3uil.
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Ilocnennss rocmranu3anus B Bo3pacte 8 et 5 mec. [lpn
OIJIC BBISBICHBL: aHTPANIBHBIN 04aroBbIil racTput. bynmsout. Men-
Kue TMM(aHrHOIKTa3uU IBEHaIaTuIepcTHoi kuiku. [Tpu Y3U
OpraHoB OpIOUIHON noiocTu: AU Gy3HbIE U3MEHEHHS NEUeHU U
HOXKETyAOUHOM kene3bl. [Tomyydan remnaro- U racTpornpoTeKTop-
Hy0, HHY3HOHHYIO Tepanuto. Ha ¢poHe seueHnss — BbIpaKeHHAs
TIOJIOKUTENTbHAS TUHAMUKA. HopManu3aimst ypoBHs reMOIIo0Ha,
anp0ymuHa, odriero Oenka, [gG. Teparust Obl1a IPOJIOHTUPOBAHA.

3akarouenue. JleMoHCTpalyst NOAOOHBIX HAOMIONECHHH C yué-
TOM OITBITA YCIEUIHOTO MPUMEHEHUSI 3aMECTHTEIILHOM, HH(Y3HOH-
HOU U TMETOTEPAITHH TIOBBIILIAIOT BEPOSTHOCTh PaHHEH BepuQuKa-
LMY TUarHo3a ¥ Ha3HaYeHUs! CBOEBPEMEHHOTO JICUEHUSI.

MUTOXOHAOPUATIbHAA SHLEE®AIIOMUOMNATUA,
ACCOLIMMPOBAHHASA C MYTALIMEN
B rEHE MSTO1Y BOJIbHOIO 16 NET

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

'®AQY BO «[MepBbit MOCKOBCKMI rocyapCTBEHHbIN
MeauLUHCKuiA yHuBepcuteT nmenn N.M. CeveHoBa»
MuHsapasa Poccum (CedeHoBCKUIN yHUBEPCUTET),

MockBa, Poccus;

2PrAY «HaumoHanbHbIN MeguULIMHCKUIA ccneaoBaTenbCKui
LeHTp 3gopoBbs AeTen» MuHaapasa Poccun, Mockea,
Poccus

Knroyesnie criosa: KnuHUYeckul crydal; MUMoXoHOpuarbHasi
rnamornoeusi; Mymauus 8 eeHe MSTO1; kapduomuonamus;
UHcynbm; Mmemabosnu4eckasi meparusi

Axmyanvrhocms. MUTOXOHIpHATIBbHAS ATONOTHS — TPyIITIa
HaCIIeICTBEHHBIX 3a001€BaHNi, BEI3BAHHBIX AUCOHYHKIHEH MU-
TOXOHJPUH, BEAYIIUX K HAPYIICHUSIM YHEPreTHUECKOro oOMe-
Ha ¥ TIOPaKeHUIO YHEProEMKUX OpraHoB. M3-3a monumopdusma
CHMIITOMAaTHKH BO3HUKAIOT TPYAHOCTHU B IIOCTAHOBKE AMArHO3a.

Onucanue kaunuyeckoeo cayuas. bonsHoll 16 ner ¢ Murto-
XOHIPHAJIBHON MaTONOTHEe — HOCUTENb HYKJICOTHIHOTO BapH-
anta B rene MSTOI. B Bo3pacre 3,5 Mec npu 3xokapauorpadpuu
(Ox0KT") ObLIO BBISABICHO OTKPBITOE OBAJIbHOE OKHO. B BO3pac-
Te 11 Mec y 60JIbHOTO OTMEUanach pBOTa 0e3 MOBBILIEHHS TeMIIe-
parypst. IIpu penTreHorpaduu rpymaHoil KIeTKH — BBIpaKESHHAs
KapauoMeranus, mHeBMOHUsI. [Tocie nepenéra 00IbHOTO s TO-
CIHATAIM3AaIUH B CTAOHAP COCTOSHHE YXYIIIIIOCH, TIOSBHIICS
reMHIape3 clieBa B CBS3M ¢ HapyIIeHHeM MO3TOBOTO KPOBOOOpa-
HIeHus B OacceliHe CPEeHNX MO3TOBBIX apTepHil C ABYX CTOPOH.
ITpu Ox0oKI" BBIsABIEHA AMNATalUs JEBLIX OTAEIOB cepaua. 3a-
CTOWHBIC SIBJICHUSI B MAJIOM Kpyre KPOBOOOPAIIEHHUS IO JaHHBIM
penTreHorpaduu. B kpoBH BBISBICH MOBBINICHHBIN YPOBEHD JIaK-
tara. O0ciienoBaH Ha yactele MyTanuu cuaapoma MELAS — He
obHapyxkeHsl. B Bo3pacte 2 net npu D3I ObLT BBISBICH OYar 3ITH-
JIenTUMOP(HON aKTUBHOCTH B JIEBOH JIOOHO-IIEHTPAIEHO-TEMEH-
HO-BHCO4YHOU oOnactu. B Bo3pacte 3 ner y 60s1bHOTO ObLIT IHAarHo-
CTHPOBaH HepoTHUSCKNUIT CHHAPOM. B CBsI3M ¢ J1aKTaT-alumao3om,
MOpaXXEHHEM CepJIa, MePeHeCEHHBIM HHCYIIETOM, HepoTHUe-
CKUM CHHJIPOMOM IMPOBOJHJIICS TUATHOCTUUESCKHI TIOUCK ITHOIO-
rudeckoro ¢axropa. beumy uckiIroueHb! HHQEKIHOHHBIE, IMMYH-
HbIe 3200JICBaHMs, aMUHOALUIOTIATHH, OPTaHNYECKHUE alluIypHu
U Ae(eKTbl MUTOXOHIPUAIBHOTO B-OKUCIICHUS JIUIHIO0B. B B03-
pacte 7 net 60nbHOMY ObLI MPOBEAEH CUKBEHC MUTOXOH IPUAIIb-
HOTO TeHoMa, oOHapy»xeHbl MyTauuu: B rene NC_012920.1 (MT-
NDI): c9101T>C —4216T>C, Brene NC 012920.1 (MT-ND2):

c.488A>G — 4917A>G. [Ipu mOTHOIK30MHOM CEKBEHHPOBAHUN
— yCTaHOBJIEH MaToreHHslit Bapuant ¢.661G>T B rene MSTO! B
TeTEPO3UTOTHOM COCTOSHUHU C ayTOCOMHO-JAOMHUHAHTHBIM Haclle-
JIoBaHUEM. Y MaTepH ObLIH BBISBICHBI aHAJIOTMYHBIE MYTAILIUU C
HE3HAYMTEIBbHON TPaOeKyJIIPHOCTBIO JIEBOTO XKEIyJ04Ka U y ce-
CTpPBI C HEKOMITaKTHBIM MHOKapaoMm. Otern 310poB. Pe6éHoK Ha-
OxronmaeTcs y KapIuoJora ¢ AMarHo30M: KapANOMHUOIIATHs HeKJac-
cuuLIIpyeMasi, OBBIIEHHAs TPaOeKyISIPHOCTh MUOKapAa JEBOTO
KETyH04Ka; y HEBPOJIOTa C MOCTUHCYIIBTHOM SMMIENICHel U IBU-
rareJIbHBIMH HapyUICHUSIMH B BHJIE JIEBOCTOPOHHETO IreMuIape-
3a, OJIy4aeT TEParuio, B TOM YHCJIe METa00INYECKYI0, PEKOMEH-
JIOBaHHYIO TP MUTOXOHJIPHAJIbHOM IATOJIOTUH, C ITOJIOXKUTEIb-
HOW IMHAMMKOW 1O KIIMHUYECKON KapTHHE.

3axnouenue. IlpencraBneHHBI KIIMHUYECKUHN CITydail HHTEpe-
CCH pa3sHo00pa3neM KIMHUYECKHUX MIPOSBICHUH MUTOXOHIPUAIIb-
HOW MAaTOJIOTHH B 1IEJIOM U B YaCTHOCTH, CBS3aHHBIX C MyTalUsIMH
B reHe MSTO1 661G>1 B rerepo3uroTHOM BapHaHTe.

POCTOCTUMYINUPYIOLLAA TEPAMUA
PEKOMBUHAHTHbIM FTOPMOHOM POCTA
OEBOYEK C CUHOPOMOM
LUEPELLEBCKOINO-TEPHEPA

MaHbinoBa A.P.

Hay4HbIn pykoBoauTenb: npodeccop
E.B. XpamoBa, goueHT A.B. LLlanTapoBa

OrbOY BO «THOMEHCKUI rOCYyAapCTBEHHbBIA MEOULMHCKIN
yHuBepcuteT» Munsgpasa Poccun, TiomeHb, Poccus

Knouesnbie criosa: cuHOpom Lllepewesckozo—TepHepa;
pocmocmumynupyrowasi mepariusi; 20pMOH pocma; 0emckasi
3HOOKpUHOMo2usi; neduampusi

Axmyansnocms. PocTocTumMynupyromas Tepanusi IeBoueK ¢
cunnpomom Hlepemesckoro—Tepuepa (CLLUT) BbI3bIBaeT akTUB-
HBII HHTEpeC y crienuaniucToB. Teparmust peKOMOMHAHTHBIM TOP-
MoHoM pocTa (pI'P) Ob11a 000peHa 1S JICYSHUS] HU3KOPOCIOCTH
y neBouek ¢ CLIT u akTHBHO pUMEHsIETCsI BO BCEM MUpe, OHa-
KO OTBET Ha TEpaluio 3HaYUTEIIbHO BapbupyeT. HeT pexomeHa-
Uil OTHOCHUTENIFHO BO3pacTa MHUIMauuu tepanuu pI' P y 6oinb-
HeIx ¢ CIIT, nosTomMy HEOOXOOUM aHAIU3 AUHAMHUKH POCTOBBIX
MoKa3zarelie Bo BpeMsI pOCTOCTHMYIHPYIOIIESH Teparuy B 3aBU-
CHMOCTH OT CPOKOB €€ Hayana.

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

Mamepuanvt u memoosi. IIpoBe€H peTPOCIIEKTUBHBII aHa-
nu3 uctopuit 6onesnn 17 nesouex ¢ CHIT. Becem manuenTkam c
ETBI0 POCTOCTUMYJIHNPYIOIIEeH Tepanuu ObuUT HazHaveH pI P B pac-
uyétHOM 03¢ 0,056 MI/KT B CYyTKH €XETHEBHO TTIOKOXKHO BEUCPOM.
B xauectBe kpuTepreB d3QPEKTUBHOCTH TEPAUU HCIIONb30BaTIH
JIMHAMUKY CKOpocTH pocTa u SDS pocra.

Pesynomamsr. Cpeau 17 neBouek ¢ CHIT 6bL10 BBIsIBIEHO 7
(41,2%) GonpHBIX C ONHOM yTpaToi X-xpomocomsl (45X0) u 10
(58,8%) manmeHToK ¢ MO3anyHbIM BapuaHToM. CpesHuil BO3pacT
MAIMEHTOK TPHU IMOCTAaHOBKE AMArHo3a coctaswi 8,7 + 4,5 roxa,
BO3pacT craprta Tepanuu Bcer rpynmsl 10 + 4 net. CkopocThb po-
CTa JI0 cTapTa TepaIriy B CPEJHEM PaBHSIACH 2,4 CM/TOJ, TIPH 5TOM
KOCTHBII BO3pacT Ha MOMEHT Hayajla JICYEHUs B CPEIHEM OTCTaBall
ot 6uonoruyeckoro Ha 4 rona. K konny 1-ro roga Tepanuu cpen-
HsISI CKOPOCTH POCTa MAalMEeHTOK yBennauiack ¢ 2,4 1o 3,5 cMm B
rox (p = 0,04). Ha 2-m roy ne4ueHusi cpenHsisi CKOpOCTh POCTa B
o0rieit rpyrmme cocTaBuia 5,6 CM B TOJl, YTO PEBBICHIIO CKOPOCTh
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pocTta no Hawana tepamuu B 2 pasa (p = 0,02). lo Hagana neye-
HUS cpeHuil okasarenb SDS pocra B 0011eid rpymie 00JIbHBIX
cocTaBui —2,69, uepe3 24 Mec NaHHBIN MMOKa3aTeab YBETUUIHII-
cs 1o —1,85 (p = 0,005), a pazHuIa MEXy KOCTHBIM M OHOJIOTH-
YEeCKHM BO3PacTOM COKpaTuiack a0 2 net. Takum obpasom, -
TeNbHas pocrocTumynupyromas repanus pI'P y nesouex ¢ CLLIT
MO3BOJIAET YBETUYNTH KOHEUHBIH POCT MAI[IEHTOK CBEPX I'eHETH-
YEeCKOIro IOTeHIHaa.

3axarouenue. Poctoctumynupytomias tepanus pI'P y neso-
yek ¢ CIIT B pacuérubix go3ax 0,056 MI/KT B CyTKH 3HaYUTEIIb-
HO YBEJIMYMBAET CKOPOCTh POCTA U YIy4IIaeT POCTOBBIE MOKa3a-
Tenu. Pannmii cTapt nedenus Huzkopocnocty pI'P oka3siBaeT 3Ha-
qUMBI 3P dEKT U CIIOCOOCTBYET YBEIMUSHUIO KOHEYHOTO POCTA
OOJIBHBIX CBEPX I'€HETHYECKOTO MOTEHIIHAA.

OCOBEHHOCTWU HEOHATAJIbHOI'O NEPUOOA
OETEN, 3AYATbIX ECTECTBEHHbIM MYTEM

M C MOMOLLbIO BCMMOMOTATEJNIbHbIX
PENPOAYKTUBHbIX TEXHOIOMMA

MeHwmkoBa A.A., 3apyb6uHa A.A.
Hay4yHbin pykoBoguTtenb: C.P. KocuHoBa

OIrBOY BO «TtoMEHCKUIM rocyaapCTBEHHbI MEOULNHCKUIN
yHuBepcuteT», MuHsgpasa Poccuu, TromeHb, MockBa

Krtouesbie crioga: HOBOPOXKOEHHbIE;, HEOOHOWEHHbIE;
Oemu; becrninodue; ecrioMo2amersibHble PernpoOyKMUHbIe
mexHo10auu; HeoHamarsbHbIU nepuod

Axmyanvrocms. BeromoraTenbHble PENpPOIYKTHBHBIE TEX-
Honoruu (BPT) sBnsiroTCs COBpEeMEHHBIM METOJIOM JieueHus Oec-
IUTOZUSL, YTO IPHUBENIO K POCTY YMCIIA JIETeH, 3a4aThIX ¢ IIOMOLIBIO
JIaHHBIX MeTOAUK. OJHaKO BCE elE HEsICHO, €CTh JIU Pa3/Iuyusl B
[TOKa3aTeNsaX 340pOBbs JeTell, 3a4aThIX €CTECTBEHHBIM ITyTEM U C
nomoiisio BPT, Ha (hoHE MX yCOBEPIICHCTBOBAHHSL.

Lenw: onpenenuth 0COOCHHOCTH (PU3MUECKOTO PA3BUTHS U
TEUeHHs HEOHATAaJbHOTO IEePHO/la Y HOBOPOXKIAEHHBIX, 3a4aThIX
€CTECTBEHHBIM IyTEM U ¢ IOMOLIBIO MeTouK BPT, u BbIABUTE y
HUX YacCTOTY MAaTOJIOTHYECKUX COCTOSIHUN M BPOXKIAEHHBIX TOPO-
KOB Pa3BUTHS.

Mamepuanst u memoosi. [IpoBenéH aHaM3 METUIIMHCKOHN J10-
kymeHTanuu 1156 merelt, 3a4aThIX €CTECTBEHHBIM ITyTEM H C TIO-
motsio BPT, B mepuon ¢ 2019 mo 2023 r. BximtounTensHo. Bee ne-
TH OBUTH paclpesesieHbl Ha 2 rpynmnsl 1o 578 yenosek: 1-s1 — ne-
TH, 3a4arbie ¢ momousio BPT; 2-1 — neTu, cocraBuBILue IpyHILy
KOHTPOJISI, 3a4aThle €CTECTBEHHBIM ITyTEM.

Pe3zynomamul. YCTaHOBIEHO, YTO CPOKH TecTarnuu B 1-i u
2-i# rpymmax — 38,61 £ 1,9 u 38,51 + 2,25 Hen cooTBETCTBEH-
HO — CYIIECTBEHHO HE pa3nuyanuch. YUCIO0 HEJOHOIEHHBIX Je-
teit B 1-# rpynne cocraBuio 5,3% (n = 31), Bo 2-i — 9,16% (n
= 53). CpenHue noka3aread Macchl ¥ AJIMHBI TEIa IPH POXKICHUU
y Aeteit 1-# rpynmnsl Obutn paBHbl 3212,25 + 595,37 r u 51,68 +
3,38 cwm, y mereit 2-# rpymmel — 3179,36 + 689,82 u 51,42 £ 3,84
COOTBETCTBEHHO. Y HEIOHOIIEHHBIX JeTel 1-ii Tpymimbl oTMeda-
JIUCh UIIEMUUYECKHE U3MEHEHNUs ToJoBHOro Mo3ra B 83,87% ciy-
qaeB (n = 26), pecIUpaToOpHbIN TucTpecc-CHHApoM — B 9,67%
(n = 3), anemus HegOHOUIEHHBIX — B 32,25% (n = 10), 6poHxo0-
néroyHas nucruiaszus — B 6,45% (n = 2). Y HeIOHOIEHHBIX eTel
2-# TpyIIIBI HIIEMUYECKHE H3MEHEHNSI TOJIOBHOTO MO3Ta BBISIBIIS-
much B 66,03% (n = 35) ciaydaes, pecriupaTopHbIi AUCTPECC-CHH-
npoM — B 54,71% (n = 29), anemust HeOHOIEHHBIX — B 43,39%
(n = 23), 6ponxonérounas aucruiazus — B 13,20% (n = 7). Paz-

TUYHS MEXAy TpymmamMu 3HaanMEl (p < 0,05) no psay 3abomneBa-
Huii. Yactora BpOXKIEHHBIX TOPOKOB CEPLa Y AeTel 1-1 TPpyIIsI
coctaBuna 8,8% (n =31) uy meret 2-ii rpynmst 12,97% (n = 75)
cyuiecTBeHHO paznuyainach (p < 0,05). Yactora BpoXKAEHHBIX I10-
POKOB Pa3BUTHSI MOYEIIOJIOBOM cucTeMsl y feteil 1-if u 2-if rpynn
cocraBuna 4,32% (n = 25) u 4,84% (n = 28) u CylecTBEHHO HE
paznm4anace (p > 0,05).

3axnrouenue. Jletn, 3agareie ¢ momombio BPT, nMeror 3Haun-
MBI€ Pa3IMuus 110 CPAaBHEHUIO C I€TbMHU I'pyIbl KOHTpois. [Ipu
9TOM YacTOTa BO3HUKHOBEHHS PECIUPATOPHOTO AUCTPECC-CHUH-
JpOMa, aHEMUHU HEJOHOIIEHHBIX ¥ BPOXKIAEHHBIX TOPOKOB CepLa
MEHBIIE y eTel, 3a4aThixX ¢ nomomso BPT.

HOBbIV NoAxoa B NEYEHUU NEPBUYHON
APTEPUATIbHOW TMNEPTEH3UN Y OETEN

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

OrbOY BO «[doHeLkuin rocyqapcTBEHHbIN MEAULIMHCKUN
yHuBepcuteT umenun M. Mopbkoro» MuHsgpasa Poccuu,
[oHeuk, Poccus

Knouesnie criosa: demu; eumamuH D; apmepuarbHas
auriepmeH3us,; Ka4ecmeo XXU3HU

Axmyanvrocms. B ocienHne Tonpl KITMHAYECKAE HCITBITAHMS
MTOKa3aJIM, 9TO BUTAMHH D HTrpaeT perynupyromyio poib B HHTH-
OMpPOBaHUM aKTUBHOCTH PEHUH-aHTHOTEH3HH-aJIbI0CTEPOHOBON
cucTeMbl. B cBs3M ¢ TECHOH Koppemsuuei Mexay BUTaMUHOM D
U aprepuaiibHOU runeprensuerd (Al) Tepanust qo6aBKaMu BUTa-
MuHa D MOXeT cTaTh HOBBIM IOIXOAOM K JeueHHto Al

Lenv: ymydinenne KadecTBa KU3HU AeTel ¢ neppudHord Al
ITyTEM COBEPILEHCTBOBAHHMS JICUEOHO-PEaOMINTAIIMOHHBIX MEPO-
HPHUATHH € TOMOIIBIO BKIFOYEHHS B TEPANUIO XOJIeKaIblHdepona.

Mamepuanvt u memoowt. O6cne0BaHO 68 MOAPOCTKOB C TEp-
BUYHOII J1abmiibHOM AT, KoTOpble ObLIN HOpPa3AEIeHb! Ha IPYII-
Iy Bo3zaelicTBus (43 manueHTa) U Ipyniy cpaBHeHus (25 6oib-
HbIX). KoHTponpHy0 rpymnmy coctaBmim 42 yCIOBHO 3I0POBBIX
ceepctHuKa. Onpenenenne ypoBHs 25(OH)D B cbIBOpOTKE KpOBU
OCYIIECTBIIUIN € TOMOIIBI0 IMMYHO(EpPMEHTHOTO aHanu3a. Kom-
IUIEKCHYIO OLICHKY KadecTBa xu3HH (KXK) nereii ¢ nepsuyHoii a-
6unbHOM Al IPOBOAMIIN € TIOMOIIBIO OIPOCHUKA.

Pe3ynbmamei. YcTaHOBIECHBI 3HAYUMBbIE Pa3IMYUs CONICPIKaHUS
KaJIbIIAANOJIA B CBIBOPOTKE KPOBH Y IMOAPOCTKOB OCHOBHOW 1 KOH-
TponbHOH Tpym: neduut 25(OH)D — 38,2+ 59 u 7,1 £4,0%
cootBeTcTBeHHO (p < 0,001). YV Bcex nereit 0CHOBHOM IpyIIIbI Ha-
01r071a710Ch MOBBILIEHHE apTepHalbHOro AaBiaeHus. [Ipu oneHke
KX nereit ¢ nepsuunoii AI' o6Hapy»xeHo, uto y 31 (45,6 + 6,0%)
noapoctka nokaszarensb KK cocrasun 31-66% (yMepeHHO CHU-
sxenHoe KOK) ny 18 (26,5 = 5,4%) BbIABICHO 3HAYUTENBHOE CHU-
xenure KOK. YeranoBneHHbIe 3aKOHOMEPHOCTH SBUIINCH OCHOBAaHHU-
€M JJIsI BKITIOUEHHSI XoJleKaIbludepona B KoMIuieke JedeHust Al
Ipenapat nasznauanu o 1500 ME/cyT B Teuenue 3 mec, npu co-
XpaHEeHUU HM3KHX IOKa3aTenell KaapLuauona A03y BuTamMuHa D
yBemmuuBany 10 2000 ME/cyT B Teuenue e 3 Mec. 3HaquMmast
HOpMaJTU3anus YPOBHS KaJbIUANONA B CBIBOPOTKE KPOBH Yepe3
6 Mec OT Havaja JieueHus Habmoanach y BceX alueHTOB IPyI-
IIBI BO3JICHCTBHUSA, B TO BpeMs Kak B rpymie cpaBHeHus —y 28,0 £+
9,0% nereit (p < 0,001). Ynyumenne KX nabmonanocs y 95% ne-
TEH TPyNIbl BO3IEHCTBUS, YTO OBLIO 3HAYMMO YalllE, YEM B IPyII-
e cpaBHeHUs, — 56% nerell. [loBblieHNEe apTepUAIBLHOTO 1aB-
JIeHUs Jaiie Habmronanoch y 68% NalueHToB rPyIbl CPaBHEHNUS.
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3axnouenue. BrimodueHne xonekanbuupepona B KOMILIEKC-
HYI0 Tepanuio jedeHus neppuuHoi AT nokasano cBoro 3¢ dek-
TUBHOCTB, ynyumus KX y 95,3% noapocTkoB 1 HOpManu3oBaB
apTepUabHOE JaBICHUE Y BCEX NAllUEHTOB.

k 3k k

KIMMUHUKO-NABOPATOPHAA KAPTUHA OEBIOTA
CUCTEMHOW KPACHOW BOJTYAHKWU Y OETEN

Mouanosa A.[l., BonpapeHko E.A.
HayuHbin pykoBogutens: P.K. Payno

®IrbOY BO «CaHkT-lNeTepOyprckuii rocynapCTBEHHbIN
neguaTpuyeckni MeaMUUHCKUA yHuBepcuteT» MuHsgpasa
Poccuu, CaHkT-Tetepbypr, Poccus

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

Axmyanvrnocms. CuctemMHast kpacHast Boryanka (CKB) — re-
TEPOreHHOE, ayTOMMMYHHOE 3a00J1€BaHUE, KOTOPOE XapaKTepu3y-
eTcsl MOpaKEHUEM MHOTHX OPTaHOB M CHCTEM U HETIpe/ICKa3yeMbIM
TedeHHeM. [{JTHTeNbHOCTh MOCTAHOBKY IMarH03a, THKECTh €ro Te-
YeHUs, BEIOOP TAKTHKH JICYSHUS] — BeAyIIue (paKkTOphI, BIUSIO-
IMe Ha UCXOJ 3a00JICBAHMSL.

Lens: onpenenuTs KIMHUKO-Ta00paTOPHYIO XapaKTepUCTU-
Ky nebtora CKB y nereil.

Mamepuansl u memoosi. [IpoBeI€H peTpOCIIEKTUBHBIN aHa-
3 158 kapt cranuoHapHbIX 00mbHEIX (134 (86%) neBouku u 24
(14%) manpauka) ¢ quaraozom CKB, KOTOpeIM Ha MOMEHT I10-
CTaHOBKH Auarto3a 0buio g0 17 ner. [TanueHThl MpoXoaAnIn Jie-
YEHHUE WK TTOJTyYalii KOHCYJBTAIlMK B KITHHUKE B TedeHue 18 et
(c 01.06.2005 o 06.10.2023). TIpoaHanM3upOBaHbl KIMHUKO-JIa-
6oparopHsie nokazarenu aebrora CKB, aktuBHOCTH 3a00J€Ba-
Hus onpenernsumn o mkane SLEDAI 2K, xotopast cocrout uz 24
rapamMeTpoB.

Pesynomamur. Cpennnii Bo3pact nedrora CKB y obcneno-
BaHHBIX 00JbHBIX — 12,4 + 2.6 Tona. B cpegHem nuarHos ycra-
HaBiuBajcs yepes 8,2 + 8,6 Mec OT Hauaja KIMHUYECKUX TPO-
SIBIIGHUH, JleyeHrne Ha3Hadaaoch yepes 10,1 + 8,2 mec. CambiMu
Y4acThIMU KJIMHUYECKUMHE TposiBieHusIMH B 1e0rote CKB Obin
MIOpaKeHHE KOXKH M CIM3HCTHIX obomouek — 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 o6HapyxkeHa y 36 (22,8%)
MaIMeHToB, cruieHoMeranus —y 35 (22,4%). Cpenu cepo3uToB
9acTO BCTPEYAHCH NepUKapauT — y 26 (16,5%) u mieBput — y
18 (11,4%). Jlronmyc-nedput Ob11 quaraoctuposad y 50 (31,6%)
nanueHToB. Cpeau reMaToJ0oTHYeCKUX HapyIIeHUM CaMbIM ya-
cThIM ObuTa aHemust — y 97 (61,4%). TpomOoLuTONIEHHUS OTME-
yanacek y 61 (38,6%) nauuenra, a nevikonenuss —y 62 (39,2%).
BonbmmHCTBO GONBHBIX OBLIH MO3UTHUBHBI K aHTHHYKIICAPHOMY
dbaxTopy (86,1%; n = 136). B 102 (64,6%) ciryuaeB oOHapyx eH
noBbIeHHBIH TUTp antuten k JIHK, anturena x kapauonununy
y 32 (20,3%). I'mnokomruiemenTemus BoisiBieHa y 51 (32,3%).
IIpu onieHKe ypOBHS aKTHBHOCTH M TEUEHUS I1aTOJIOTHYECKOTO
npouecca 1o mkane SLEDAI 2K cpennee 3HaueHre COCTaBUIO
16,6 + 7,9 6amia, 9TO COOTBETCTBYET BHICOKOH CTEIICHU aKTHB-
HOCTH 3a00J1eBaHUs.

3aknwoyenue. Hannune mopakeHUil KOXH, CyCTaBOB, JIH-
XOpaJIKh B COBOKYITHOCTH C IéMaTOJIOTUYECKUMHU HapylIeHUs -
MU (aHeMHs, JIEHUKOIIeHHs) Yy AEBOYEK IOAPOCTKOBOTO BO3pacTa
JIOJDKHO HacTopakuBaTh B oTHoleHuu CKB. BonbmmHceTBo ne-

Teil HMEIOT BBICOKYIO CTENEHh aKTUBHOCTH 3a00JIEBAHUS Ha MO-
MEHT 1e010Ta.

CUHOPOM MELAS Y PEBEHKA OECATU NET

MyneHkoBa A.B.

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

OrAOY BO «[lepBbit MockoBckuii rocyaapCTBEHHbIN
MeauUMHCKUA yHuBepcuteT nmenn .M. CeueHoBa»
MwuH3gpasa Poccum (CeveHoBckuii yHuBepeuTeT), Mocksa,
Poccus

Kntouesble criosa: demu; MumoxoHApuasibHbie 60Me3HU;
cuHOpom MELAS; kuwedyHasi uHgheKuusi; uwemuyeckull
UHCYrnbm

Axmyanvnocmo. Cunnpom MELAS (MUTOXOHIpUAIbHAS 9H-
1ehaJoMHOMaTHS C JIAKTAT-alII030M U HHCYIIBTONONOOHBIMH TIPH-
CTYIIaMH) OTHOCHUTCS K PEAKUM MUTOXOHIPHAIBEHBIM OOJIE3HSIM C
BBIPAXEHHBIMU KJIMHUYECKUMHU M TeHETHUECKUMH OCOOCHHOCTSI-
mu. CaMoii pacripocTpaH€HHOI siBnsierTcst MyTaius B rene MT-TL1.
Yacrora BcTpeyaemocTtu coctapiser 1 : 15 000. XapakrepHo paH-
Hee HavaJlo M IPOrpeIMeHTHOE TedeHre. Bexymumu HeBpomoru-
YeCKUMH CUMITTOMAMH SIBISIFOTCS. HEIEPEHOCHMOCTD (PU3UUECKHX
Harpy3oK, MbIIIeuHast cabocTh, CHIKEHHE MBIIIEYHOTO TOHYCA,
CYIOPOTH, MOPKEUKOBBIH CHHAPOM. 3HAYMMBIMHU HaTOMOP(OIIo-
TMYECKUMH IIPU3HAKaMU CHHJPOMA IIPpU OHMOICHU MBIIIL 0OJb-
HBIX SBIIIOTCSI aHOMAJIBHBIE CKOIJICHHS] MUTOXOHJIPHI U pBaHBIC
KpacHBIC BOJIOKHA.

Onucanue kaunuyecxozo cayuas. Ilanuent C. B Bo3zpacte
10 met moctynuna B otaeneHue ncuxonesponorun HMUL] 3mo0-
POBBS JICTEH C kao0aMH Ha MBILICUYHYIO CJIa0OCTh, HapyIlIe-
HUs 3pCHUSL, TaPOKCU3MBbl TOHUYCCKOI'O HANPSXKCHUSA, CHUKE-
HUE NaMATU, HU3KYI0 Maccy Tena. Pe6éHok ot 1-ii OepemeH-
HOCTH C yIp030i NpepBIBaHHs, OT NPEkKAEBPEMEHHBIX POJOB
(32-s Henens) myTéM KecapeBa cedenus. [lpu poxxaeHun Macca
tena 1500 1, nnmuna Tena 47 cm. BeckapMminBaHue HCKyCCTBEH-
HOe ¢ poxJeHus. B Bo3pacte 5 Mec peGEHKY ObLTa mpoBeacHA
IJTIACTHKA 1e()EKTOB MEXIKEITYIOUKOBON U MEXIIPEICcepIHOI me-
peropogok. AHaMHe3 Oosie3HU: 00JIEH ¢ POXKISHUs, 3a7epxKKa
MOTOPHOTO U (pU3MUecKoro pa3BuTHs. COCTOAT Ha yUéTe y He-
BPOJIOTa C IEPUHATAIFHBIM HIIEMHYECKH-THITOKCUIECKIM I10-
paxeHHueM TOJIOBHOTO Mo3ra. B oTnenennn y 607I6HOTO BBISBIIE-
Ha XapakTepHas Ay cuHapoma myTtauus rena M7-TL 1, mocTtas-
JIeH Ha AucnaHcepHbldl yuér ¢ quarnozom: Cunapom MELAS.
HaznaueHns! 6a3ucHasi IPOTUBOCYAOPOXKHAS Tepanusi, MeTabo-
nudeckue npenaparsl. Ha 13-if neHs rociutanu3aniu y 60ib-
HOTO TOSIBUIMCH PBOTA, )KUIKUH CTYIN, THLIEPTEPMUS, B CBS3H
¢ yeM ObUT 0hopMIIeH mepeBo] B HHPEKIHOHHOE OTACIICHHE
JT'KB Ne 9 um. I''H. Cniepanckoro. Ha ¢oHe pa3BuBLieiics Ku-
IeYHOH MHGeKIuN y peOEHKaA MOIBIINCH JKaT00bI Ha TOJIOB-
HyI0 001 U HapyleHus 3peHus. [Ipu KoMIbIOTEpPHOH TOMOTpa-
(huu TOTOBHOTO MO3Ta BBISIBICHBI 3HAYMMBIC MPU3HAKH HIIC-
MUYECKUX U3MEHEHHH B KOPTHKO-CYOKOPTHKAIBHBIX OTAENaX
3aTBhUIOYHOM J0JIM TOJIOBHOTO Mo3ra. B kpoBu — nakraranu-
1103. PeOEHOK SKCTPEHHO nepeBeEH B MPOQPHUIBHOE OTACICHUE
JJIg JICHCHUSA NIIEMUYCCKOI'0O UHCYJIbTA.

3akniouenue. Y NpeacTaBICHHOIO OOIBHOIO UIIEMUYECKUI
MHCYJIBT HHAYIUPOBAaH OCTPOM KUIIEYHOW MH(peKIued Ha GoHe
MIPOBOJMMOH TEpaIUy, YTO YKa3bIBaeT Ha MPOrPECCUPYIOIIEe Te-
yenue cuaapoma MELAS. D10 He00XOIMUMO YUHUTHIBATH MIPHU OTIPE-
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JieNIeHUH 00bEMa JIedeHHs U TPOPHIIAKTHKY HIIEMUIECKUX Hapy-
mennit y nereit c MELAS-cuaapomom.

OCIOXHEHUA NOCNEONEPALUOHHOIO
NEPNOOA BONE3HU TNMPLLUMPYHIA

MypagoBa H. Hamur Kbi3bl

HayuHble pykoBoauTenu: npodeccop
A.U. AMunHoBa, pgoueHT B.0. MauykaToBa

OrAQY BO «[epBbit MockoBckuii rocyaapCTBEHHbIN
MeOVUUHCKUI yHuBepcuTeT nmenn N.M. CeueHoBa»
MwuH3gpaBa Poccum (CeueHoBckuii yHuBepeuTeT), Mockea,
Poccus

Knouesnie criosa: demu; 6onesHb [upwinpyHaa;
rocrieonepayuoHHOE fIe4YeHUE; OCITOXKHEHUS

Axmyansnocme. bonesus I'mpmnpynra (bI'; cuHOHUM: aran-
IJIN03) — aHOMAJIMS Pa3BUTHS TOJICTOI KHUIIKU BPOXKIEHHON 3THO-
JIOTHUH, IPUBOJIAILAS K HAPYIICHUIO MHHEpBAlMHU (hparMeHTa KUII-
KU (BpOXKIEHHBIN araHIvIno3), KOTOpasi NpOSBISETCS YIOPHBIMU 3a-
mopaMu. Y HOBOPOXKIEHHBIX KIMHUYEcKast kKaptuHa bl cBs3ana
C IPOTSDKEHHOCTBIO M BEICOTOHM PACTIONOXKEHUS (110 OTHOIIECHHIO
K aHAJIbHOMY OTBEPCTHIO) 30HbI araHmyo3a. Yem npoTsxEHHEe
30Ha araHIIM03a U 4YEM BBIIIE OHA PACIOIOKEHA, TEM OCTpEe U
sipue nposiBiArorca cumnromsl BIL BI' nposBisiercs 1 pa3 Ha
5000 pokaeHui 1 UMeeT o01ee My»)ckoe peobnananue 4 : 1.

L]env: onpenenuTh XapaKkTep MOCIEONEePAlOHHBIX OCIOKHE-
HUH mocye xupyprudeckoro neuenust bI' y nereil.

Mamepuanvl u memooul. bbuno npoananuzupoBaHo 164 BbI-
MTUCKH U3 UCTOpUi OonesHei nanuenToB ¢ bI' (117 ManbunkoB u
47 neBodYeK).

Pezynbmamul. Panaue 0cI0KHEHUS 1TOCIIE OTIEPATUBHOTO Jie-
gyenus bI' Habmonanucek B 46% ciydaes: ['upHmpyHr-accounm-
poBannslil sHTepoKOIUT (HAEC) — 25% cnyvaeB; aranrmnos —
58%; HapyuieHHs QYHKIMOHUPOBAHMS UICOCTOMBI B IIOCIIEONEpa-
LIUOHHBIH neprog — 9%; Haauuue NOBTOPHBIX OHeparuil nociue 1
Ollepalyy IPHU PaHHUX OCIOXKHEHUAX — 36%. Cpeay no3aHUX oc-
JIO>)KHEHUSI BBISIBIICHBI: TUC(HYHKINS CTOMBI — 6% CITy4aeB; CBU-
mieBble Xoubsl — 22,7%; BocniasieHue (KOIUTHI, MapanpOKTHTHI) —
5%; axana3usi BHyTPEHHETO aHaJIbHOTO chUHKTEpa — 6,7%); cTe-
HO3 aHacToMo3a — 8%; araHnno3 ocraroynbiii — 31%; 3anopsl,
orcyTcTBUE cTyna — 17%; Henepxanue kana — 14% ciydaes.
Cpenu ornanéHHbix ocnoxHeHuit ormeuensl: HAEC — 23% cay-
YaeB; HAJIMYUE KaoMa3aHus/SHKoIpe3 — 25,5%; HaJu4ue CBHIIIe-
BBIX X00B — 10%; HaJIW4Ire MPOKTHTOB/IAPAPOKTHTOB U JPY-
TUX THOMHBIX 3aT€KOB — 5,7%.

3axmoyenue. BI” sBnseTcs THKENOH BpOXKIEHHON ATONOTHEH,
OJIHAKO MAaIMEHTh MOTYT U3/1€UUBAThCS U MOJIEPIKUBATh XOPOIIIee
KaueCTBO JKM3HU C IOMOILbIO XUPYPrUUECKOro JICUEHUs], T. K. OHO
HMEET XOPOILNe Pe3yIbTaThl, XOTs UMEETCsl PUCK pa3BUTHUS HOCIIE-
OTIEPALIMOHHBIX OCIIONKHEHUH.

OT ATOMUYECKOro AEPMATUTA
A0 BPOHXMAJIbHOU ACTMblI

Oran T.A., JlebeneB A.W.

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

®IAQY BO «[MNepBbit MOCKOBCKUI roCyAapCTBEHHbIN
MeauUUHCKuiA yHusepceuteT nmenn N.M. CeveHosa»
MuH3anpaBa Poccun (CeyeHoBckuin yHuBepcuTeT), Mockea,
Poccus

Knroyesbie criosa: knuHuUYeckul cryqal; demu; amonu4yeckul
depmamum; 6poHxuasnibHass acmma; duaeHOCMUKa, jle4eHue

Axmyanvhocms. Atonmaeckuii nepmatut (At/l) sBisiercs ca-
MBIM YacCThIM U PAaHHUM NPOSBIEHUEM AJIJIEPTUU Y JIeTEH.

Onucanue knuHuyeckoeo ciyyas. JleBouka, 10 mec, pe6EHOK
or 1-it 6epeMeHHOCTH, MpOTeKaBIIeil HAa GoHEe TOKCUKO3a B 1-i
MOJIOBUHE W XJIaMHIM03a — BO 2-H. Ponpl marojoruueckue Ha
39-i1 wenene. Ilpu poxxnenun macca tena 2720 1, A Tena 48
CM, OLIEHKa IO miKkaie Anrap 8/9 6amutos. HaciencTBeHHOCTD OTS-
romena — y otaa At/l. Y neBouku B Bo3pacTe 2 Mec mocie Te-
peBoJla Ha UCKYCCTBEHHOE BCKapMJIMBAHME BBISBIICHBI IIEPBbIE
nposienenus: At/l. Jleuenue 6e3 apdexra. B Bozpacre 3 mec nos-
BUJINCh MUKPOBE3UKYJIbI, MOKHYThE, Ha KOXKE TYJIOBHUIIIA U KOHEY-
HOCTEN pacnpocTpaHEHHAs CBIIb, 3y[, ClIeAbl pacu€écoB. Jleuenue
aJJIeproJiora ¢ He3HAYUTEbHBIM YIIyUlIEHHEM. YXYALICHHUE T10-
ciie anTuOnoTHKOTepanuy. [ocuTanu3nposaHa B JIeTCKyIO KITH-
Huueckyr OonbHuIy Ne 9 um. I'H. Cnepanckoro. IIpu ocmotpe
Ha KOXKE JIMIIA, TYJOBHILA, KOHEYHOCTEH MATHUCTO-TIANYNE3HAS
CBIIIb HA SPUTEMATO3HOM (DOHE, MUKPOBE3UKYJIbI, MOKHYThE, pac-
4ECHI, CyXOCTb KOKHU U LIENyLIEHHE, 3y/l. B KpoBH ypoBeHb 0011ero0
IgE — 200 ME/mn, cnennpuueckue IgE — kopoBbe MoIIOKO +3,
KO3Bb€ MOJIOKO +2, KypHHOE U0 +3, MEepCTh KOMIKY +3, KIe 10-
MarrHe# e +2. [loctapnen auarno3: At/l, MiaajaeHueckas cra-
IIHsL, SKCCyAaTHBHAst opMa, THKENOE TeUeHHUE, MUIIEBast, SUIep-
MaJibHasi, ObITOBAsI AJUIEPTHsl, HAPYIICHHE MUKPOOHOTHI KHIIIEYHH-
ka. Haznageno neuenne: cmech «Heoxkeitrr LCPy, «lletupusuny,
«JIunekc mnsa neteii», BaHHBI ¢ reneM CuZn, KpeMbl «DIIOKOMY,
«Onupeny, «Arogepm». Brimucana o HaONrOeHKUE TTeaHaTpa
U aJuIeprojiora ¢ peKOMEHJAlUsAMU: CTporas JIMMHHALMOHHAS
JUeTa, TUII0AJIEPTeHHBIH peXnuM, BaHHbI ¢ TeneM CuZn, nura-
TEeJNBHBIN KpeM «ATonepm». PekoMeHaluu BHIIONHAINCH HE B
MIOJTHOM 00BbEMeE: JIoMa KOJUIEKTOPHI IbUIH, KOIIIKA, HAPYIICHUs A1~
eTbl. Y 00JbHOI B Bo3pacTe 2 jieT 6 Mec Ha JOHE OCTPOU pecITH-
paTopHOii BUPYCHOM MH(EKIMK pa3BUIICS NIEPBBII MPUCTYT OPOH-
XHaJIbHOM acTMBI. B cTannonape npoBeaeHo ajieproiornyeckoe
obcnenoBanue: ypoeHs obero IgE — 400 ME/mu, cnennguue-
ckue IgE — kopoBbe MOJIOKO +2, KypHHOE sIiI0 +2, IbLIbLA Oe-
pes3bl +3, JemuHb! +2, HepcTh KOWKHU +4, KIIel] JOMAIIHEH b’
+3. YuursiBas nposiBnenus At/l c 2 mec, HacIeICTBEHHYIO OTS-
TOIIEHHOCTD, TaHHBIE 00CIIEIOBAHUS, IIOCTABIICH IUAarHo3: OpoH-
XHUalbHas acTMa, IPUCTYIHBINA nepuon, AT/l, pemuccusi, moauBa-
JICHTHAsl aJIePrHs.

3akarouenue. TlpencraBneHHbIN cy4ail ITeMOHCTPUPYET B3a-
HMMOCBSI3b aTONMYECKUX 3a00J1eBaHuUil C HACIIEACTBEHHOM TIpepac-
TIOJIOKEHHOCTHIO. J[J1s1 CHI)KEHUsI prcka 000CTpeHMIT He0OXOIUMO
CTPOTOTO COOTIOAATH MUMHUHAINOHHBIE MEPOIIPHUATHS  KOHTPO-
JUPOBATh BIUSHNE (PAaKTOPOB OKPY’KaroLIeH cpeabl.

k ok ok
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MOX>HO I NALUMEHTAM C CAXAPHbIM
ANABETOM NPUHUMATb CUPOIbI
anAa NneMEHUA OPBU?

OraHucsH T.A.
HayuHbi pykoBoguTens: goueHT A.B. Bute6ekas

®IAQY BO «[epBbit MOCKOBCKUI roCyAapCTBEHHbIN
MeauuuHCKuiA yHusepceuteT nmeHn N.M. CeveHosa»
MuH3anpaBa Poccumn (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus

Kritoueebie crioga: demu; efitokoMemp,; MOYHOCMb,
UHMepgepeHyus; cuporn

Axmyanvrnocms. BEIOOp JeKapCTBEHHBIX MPENapaToB s
JIe4eHNs] MHTEPKYPPEHTHBIX 3a001eBaHuil IpH caxapHOM auade-
TE OTPAaHUYEH: caXxapocCoepiKaIlne JeKapCTBa MOBBILIAIOT TIH-
KEeMHIO (HEOOXOMMBI JICHCTBUS 110 €€ CHUKEHHIO), & HEKOTOPhIC
«0e3 caxapay MOTYT CO/IepKaTh BEILECTBa, JIOKHO Paclo3HaBae-
MBI€ DJIFOKOMETPOM BMECTO IJIFOKO3bI (OIIMOKA B ONpe/IeTICHHHU [VIH-
KeMHUH = OIIMOO0YHbIe JeHCTBHS MalyeHTa). [y NIoKoMeTpoB 10-
Ka3aHO OTCYTCTBUE HHTepdepeHIy uoynpodeHa u napareramo-
J1a, HO He U3y4eHbI OPOHXOIUTUKY U BCIIOMOTaTENIbHBIC BELIECTBA.

Ilenv: onpenenuTsb, KaK CUPOIBI aHTUIUPETUKOB U OPOHXO-
JIUTUKOB BIUSIOT HA TOYHOCTH PabOTHI IIIIOKOMETpa.

Mamepuanvt u memoou. I'moxometp «Kontyp Ilnroc Vany,
TECT-TIOJOCKH U KOHTponbHBIE pacTBopsl (KP) «L» u «H» (xon-
neHTpaius rokossr 2,0-2,7 u 18,0-23,4 MMonb/i) K HeMy; 00-
Ppasibl CHPONIOB aHTUITMPETUKOB 0e3 caxapa uoynpodeH, HypopeH
U caxapocoJieprKallnii mapaneTaMoll; pacTBOPOB U CUPOIIOB «0e3
caxapa» OpOHXOJHUTHKOB OpPOMI€KCHH M Jla30j1BaH. Bce cuporsl,
KpoMe OpoMreKcrHa, Coieprkar IIIUIEepo.

Pezynomamupr. CmemmBanne KP ¢ cuponaMy aHTHITUPETUKOB
TIPUBOJTUIIO K 3aBBIIICHHIO pe3ynbTara (Me (min—max)) He3aBu-
CHUMO OT HaJIM4Msl caxapo3bl B cupore: nuoynpopen — 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/n; napaneramon — 5,5 (4,1-8,5) u 25,6 (24,9—
26,8) mmoms/n st KP «Ly u «H» cooTBeTcTBeHHO.

CwmemmBanne KP ¢ pacTBOpoM u cporoM OpoMreKCHHa Impu-
BOJMJIO K OJMHAKOBOMY IOTPaHHYHOMY 3aBBILICHHUIO PE3yJbTa-
ta: pacteop — 2,7 (2,7-2,8) u 23,2 (22,7-23,8) Mmmounb/11; cH-
pon — 2,7 (2,6-2,8) u 23,2 (23,0-23,4) Mmmounb/n (BEpoSTHA MH-
tepdepeHnns OpOMIeKCHHa, a He BCIIOMOTaTeNIbHbIX BEIIECTB).
CwmemmBanue KP ¢ pacTBopoMm Jia301BaHa HE UCKaXalo pe3ylib-
tar: pacteop — 1,9 (1,6-2,1) u 20,6 (19,4-20,9) Mmonb/11; a ¢ cu-
porioM — mnoBbImano 2,6 (2,4-2,7) u 23,4 (22,7-25,5) mmons/m.

3axniouenue. IlpuMeHeHNEe aHTUIMPETUKOB U MYKOJIMTHKOB B
(hopMe cuporna HexenaTeJIbHO Y MAIMEHTOB ¢ CaXapHbIM THa0eTOM
(make eci CUPOII HE COICPIKUT TIIFOKO3BI U Caxapo3bl), T. K. BXO-
JSIIKE B COCTaB CHpOIIa BelecTBa (IJIMIEpPOI) MOTYT JIOXKHO 3a-
BBIIIATh 3HAYEHHS ITIMKEMHH, OTIpeeIsieMble ITrokoMeTpoM. c-
MOJIb30BaHHE PACTBOPOB OoJiee He30MmacHo.

k %k k

OHTEPANIbHOE NMUTAHUE HEAOHOLUEHHbIX
HOBOPOXOEHHbLIX UCKITIOYUTENBHO
rPyaHbIM MOJTOKOM B PAHHEM
HEOHATAJIbHOM NEPUOAE

OrapkoBa E.A.", KynepoBa INA.!

HayuHble pykoBoguTenu: KaHa. Mea. Hayk
A.A. lNNéHowknHa?, goueHT O.A. Kpor-NeHceHn??

TOFAQY BO «Poccuickuii HauMoHanbHbIN
nccnenoBaTenbCKUiA MEQULNHCKUIA YHUBEPCUTET NMEHMN
H.W. Nuporosa» Munsgpasa Poccum, Mockea, Poccus;
20IBY «HaumoHanbHbIN MegULIMHCKUIA UccneaoBaTenbCKUin
LeHTpP aKyLllepcTBa, MHEKONOrMmM 1 NepuHaTonorum UMeHm
akagemuka B.W. Kynakosa» MuHsgpasa Poccun, Mocksa,
Poccus;

S®IAOY BO «[epBblii MOCKOBCKMI rocyaapCTBEHHbIN
MeauLMHCKUA yHuBepcuteT nmenHn .M. CeueHoBa»
Munsgpasa Poccnmn (CeveHoBckun YHuBepeuteT), Mockea,
Poccus

Kntouesnbie crioga: HeOOHOWEHHbIU HOBOPOXOEHHbIU,; pocm;
passumue; epyOHOe MO/I0KO

AxmyanvHocms. BckapMinBaHNe HETOHOIIEHHBIX JEeTeH
aJanTHPOBAHHON MOJIOYHOW CMECHIO 10 CPABHEHHUIO C TPYAHBIM
MosiokoM (I'M) moBbIaeT puck GOpMUPOBAHUS HEKPOTHYECKO-
ro saTepokonura (HOK). B ycinoBusx orcyTcTBHsS JOHOPCKOTO
I'M cranmapTHBIi pexum dHTepansHoro nmuTtanus (O11) Bkmroua-
eT B ce0s J0CTaToYHO OOJIbIION 00BEM aanTHPOBAHHON MOJIOY-
Hot cmecH. Ectp npenmnonoxenue, yto D11 HCKIIOYUTETHHO Ma-
TEePUHCKUM MOJIOKOM 0€3 J0Taluy cMecd Ha 1-i Hezese XKu3HH
Oyzner cnocobcTBoBarhk npodunaktike HOK, He oka3biBas Hera-
THUBHOTO BIIMSIHUS HAa TapaMeTphl pocTa.

L]ens: onpenenuTs mapaMeTpbl pocTa HEIOHOILIEHHBIX HOBO-
POXIEHHBIX neTel mpu D11 UCKITFOYUTENLHO TPYAHBIM (MaTepHUH-
CKHMM) MOJIOKOM Ha 1-ii He/iese )KM3HU 10 CPABHEHHUIO CO CTaH-
JAAapTHBIM PEKUMOM BCKapMJIMBAHUS.

Mamepuan u memoowi. [TnoTHOE HCCIIEOBaHUE, BKIIIOYAB-
niee 56 HOBOPOXIEHHBIX T€CTAIMOHHOTO Bo3pacTa < 33 Hex, 6e3
MIOPOKOB Pa3BUTHUS, KOTOPBIE NP MOCTYIUIEHUH B OTAEJICHUE pe-
AQHMMAalUH 1 THTEHCUBHOW TE€PAIMi HOBOPOXKAEHHBIX OBUTH paH-
JIOMH3HMPOBAHBI B 1-if 4ac ®H3HU: TpyIa BMemareabcta (n = 27)
nonyvana OI1 Tonsko I'M B nepBsle 7 nHelt xu3Hu. [Ipn Hepocra-
TOYHOM 00BbEMe I'M HyTpUTHBHBIE TOTPEOHOCTH MTOKPHIBAIHCH Ta-
penrepanbabiM nutanueM (I1I1). Konrponbhas rpynma (n = 29)
noiyvana I'M + aganTUpoBaHHYIO MOJIOYHYIO CMECh IIPU HEZIO-
cratke [’ M. Bcem HOBOpOXKA€HHBIM nTpoBoaniock 111 mo exuno-
My npoTtokoiy. OueHuBanu napamerpsl pocta («Intergrowth-21y)
IIpH pOXKJIEHUU U B 34 HeJ| MocTKoHLenTyansHoro Bo3pacra (IIKB),
muarensHocTs [1I1, wacrory HOK 1 neraibHBIX HCXOIOB.

Pesynomamer. I'pynnsl ObUIH CpaBHUMBI 10 T€CTAIIHOHHOMY
BO3PACTY, aHTPOIIOMETPHUYECKHUM JIAHHBIM TIPH POKAECHHUH U CIIOCO-
Oy ponopaspeienus. [Ipu cpaBHEHHH TapaMeTPOB pocTa B 34 Hex
[IKB 3Ha4MMBIX pa3nuuuil HE BBISIBICHO, Pa3HOCThH 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 ronossl Me = —28,5 (-51,8; —0,3) vs Me =
—4,1 (-36,9; -10,2), p = 0,17, B rpymnmne BMeIaTeIbCTBa VS KOH-
Tponb. JnurensHocts [T ObLIa BhIIIE B IPYIINE BMEIIATEIbCTBA
(Me = 11 vs 10 ¢yt B rpymmne konrpois; p = 0,015). B rpynmne koH-
TposbHOI oTMedeHo 5 ciydaeB HOK u 4/29 neranbHbIx ucxoza vs
0/27 cnyuaes B rpynne ['M (p = 0,052; p = 0,11).

3akarouenue. BckapMinBaHue HEIOHOLIEHHBIX HOBOPOXKIEH-
HBIX UCKIIIOYHUTENIHO I'M B paHHEM HEOHATaJIbHOM NEpUOAE HE
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OKa3bIBaeT HETAaTHBHOTO BIUSHUS HA TapaMeTPhl II0CTHATAIEHO-
T'0 pocTa HOBOPOXKAEHHBIX 110 CPABHEHHIO CO CTAHJAPTHBIM PEXKH-
MOM BCKapMIIUBaHHs (IOTALUS CMECH TIPH HEAOCTATOYHOM 00bEME
Mosoka). Mckmounrensuo I'M, o-BUIMMOMY, OKa3bIBaeT mpodu-
nakTH4yeckoe BiusHUe B oTHomeHnn HOK, HecmoTps Ha yBenu-
yerue mmreabHocTu I111.

TEYEHUE HEOHATANBbHOIO NEPUOOA

Y HEQOHOLLEHHOIO HOBOPOXOEHHOIO

C PECMUPATOPHbIM AUCTPECC-CUHOPOMOM
M BHYTPUYTPOBHOW NMHEBMOHUEN

Maenosa A.H.
HayuHbIn pykoBoauTenb: pgoueHT E.A. CapkucsH

OrAQY BO «Poccunckun HaumoHanbHbIn
nccrnenoBaTenbCknii MEAULMHCKUIA YHUBEPCUTET UMEHN
H.W. Nuporoesa» Munsgpasa Poccun, Mocksa, Poccus

Knroyesbie criosa: KnuHU4Yeckul cryqal; HeOOHOWEHHbIe
Oemu; pecriupamopHbIl OUCMPeCC-CUHOPOM HEOOHOWEHHbIX;
8pOXOEHHas MHE8MOHUS; cypghakmaHm

Axmyanvnocms. HenoHOmEHHBIE HOBOPOKAEHHBIE OTHOCAT-
Csl K ysI3BUMOH KOropTe JIeTel 10 pa3BUTHIO PECIIMPATOPHOIO JIHC-
Tpecc-cunapoma HepoHomeHHbIX (PIICH), BciencTBre KOMM4ecTBEH-
HOro aedumTa cypdakranra. s KymiupoBaHUs CUMITOMOB [TbI-
XaTeNbHON HEeIOCTaTOYHOCTH Y TaKUX IMAlMEHTOB HUCIIOIb3yeTCs
SHAOTpaxeatbHoe BBefieHne cypdakranTa. OfHaKo NepHHATAIEHOS
UHOULIMPOBAHKE CIIOCOOHO MTOPAXKATh JIETOYHYIO TKAHb U YTSOKEIIATh
teuenre PJICH y HelOHOIIEHHBIX, CHIDKas 3 QEKTUBHOCTD JICUCHUS.

Onucanue kaunuveckozo caydas. Mansauk M., ot 3-ii 6epe-
MEHHOCTH, 2-X OIEPATUBHBIX POJOB Ha 33-if Helelle recTaluy OT
Marepu ¢ OTATOIIEHHBIM COMAaTHYECKAM aHAMHE30M (XpOHHYE-
ckuit OpoHxuT ¢ obocTperueM B III 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-
HHE PECNUPATOPHBIX PACCTPOUCTB 00YCIOBHUIO IIPOBEACHHUE pE-
CIIUPATOPHOI MOJAEPHKKH B BUAE CIIOHTAHHOTO IBIXAHUS TOJ
nonoxutenbHbIM aaBienuem (CPAP). Iocne BBeneHus cypdax-
TaHTa B POAMILHOM 3aiie B 103¢ 189 Mr/kr ObLI nepeBencH B OT-
JIeIeHUH peaHuManuy 1 nHTeHcuBHON Tepanuu (OPUT). Ha 2-e
CYTKH OOJBHOI OB HHTYOMPOBAH U NEpeBeEH Ha allapaTHyIo
BEHTWIALMIO B TPUITEPHOM pexknMe (IIMKOBOE JABJICHUE BIO-
xa 21 cm Box. cT., ppakius kucinopoaa 0,35). Ilpu penrreHorpa-
(buH BBISBICHO yCHIICHHE JIETOYHOTO PUCYHKA 33 CYET HHTEPCTH-
LIUAIBHBIX TeHeH Muddy3Horo xapakrepa. YpoBeHb C-peakTuB-
Horo Oenka (CPB) B kpoBH Ha 2-€ CYTKH JKH3HHU C HapacTaHUEM
(6,3 Mr/n—20,2 mr/n). I3ameHeHus Ha peHTIeHOrpaMMe U OTpH-
HarenbHas JMHAMUKA MapKepOB BOCIAJICHHs 00YCIIOBUIIHU MOCTA-
HOBKY JIMarHo3a: BpOXKIEHHAs THEBMOHHMS. B kpoBU 00Hapy»xeHa
JHK Candida albicans, BbIABICHHAs TAK)KE B POIOBBIX MyTAX Y
Marepu. Hauara nmpotuBorpuOKoBast Tepanus (QIyKoHa30JIoM. 3a
BpeMs HaXOXK/ACHUS B CTAI[IOHApe peOCHOK MOJIydall TaKKe aH-
TUOAKTEepPUAIbHYI0, HH(Y3UOHHYI0, TeMOCTATHYECKYIO Tepalulo.
ITpoBeneHa npohUIaKTHKA alTHOY HETOHOUICHHBIX. [TuTaHue ya-
CTUYHO MapeHTepalibHoe. JlabopaTopHble MapKephl BOCIIaJIeH s Ha
(oHe IpoBeIEHHOHN TepaIyy ¢ YITyJIIeHHeM: HOpMAaIH3aIns YHcC-
na neiikouutoB, CPB 2,3 Mr/n ¢ cHmxenueM. DKcTyOHpOBaH Ha 7
CYTKH >KU3HH, OTIIy4eH OT PECIUPATOHON MOANEPKKU Ha §-€ CyT-
KM JKU3HH, Kuciopopo3asucumocts 10 cyt. Ha 11-e cyTku xus-
HY IIepeBelIEH B OTEICHUE IaTOI0T U HEAOHOEHHbBIX. OOBEMBI

SHTEPAJIbHOTO IMUTAHUS C IMOCTENEHHBIM PacIIMPEeHHEM, MOJTHOE
SHTepanbHOe muTaHue ¢ 18-x cyTok xku3nu. [Ipu HeiipocoHnorpa-
¢un Ha 12-e CyTKHU JKU3HU UMEJIUCH NPU3HAKN THIIOKCUYECKHU-HU-
HIEMHYECKHUX MOBPEXAEHUH ronoBHOro Mo3ra 1-2 crenenu. Bri-
MUCaH JI0MO#1 Ha 28-€ CyTKH )KHU3HU.

3axniouenue. 1lpencraBieHHbI ciiy4ail CBUETEIbCTBYET O
3HaYMMOCTH PACIIUPEHHs IUAarHOCTUYECKOTO TIOMCKA ISl BBISB-
JICHUs1 THEBMOHUH, NIPH OTCYTCTBUU MOJIOKUTEIBHON JTUHAMHUKHI
cocrosinus nanuentoB ¢ PICH nocine BBeneHus cypdakranra.

OonblT NAPUMEHEHUA COMATOTPONMUHA
nPU CMHOAPOME NPAOAEPA-BUNIAU
B PAHHEM BO3PACTE

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

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

®Ire0Y BO «Cunbupckuin rocyaapCTBEHHbIN MELNLNHCKANA
yHuBepcuteT» Munsgpasa Poccun, Tomck, Poccus

Knroyesbie criosa: knuHuYeckul cry4al; cUHOpOM
lMpadepa—Bunnu; 3adepxxka pocma; coMamomporuH;
UHCYUuHoModobHsIl ¢hakmop pocma-1

Axmyanvrocmob. B CTpyKType TeHeTHUeCKH-00y CIIOBICHHBIX
BapHaHTOB O)kupeHus cunapoM IIpanepa—Bumnu (CIIB) 3anumMa-
eT I AUpyIollyto no3uluio. IlpuMenenne pekoMOUHAaHTHOTO rop-
MoHa pocta (p-I'P) y 6onpnbix CIIB sBiseTcs BaXHBIM KOMIIO-
HEHTOM JICUECHHS 1 PeaOMIINTALH.

Onucanue xaunuvecxoeo caydas. lamument JI., 3 rona, ot
4-ii 6epeMeHHOCTH B 36 JieT, 3-x ponos. Ilpu poxneHun B cpo-
ke 38,5 e ¢ maccoit Tena npu poxaeHuu 2810 r, nnuHOM Tena
52 cm. Co cnoB MaTepu, cpa3y He 3aKpuyal, cocal BsUIo, OTMeda-
JIach MBIIIEYHAs THIIOTOHHS, TUTIOpediekcus, Kpuntopxusm. Ha
4-i1 TeHb KU3HU BSUIOCTD YCHIIMIIACh, CHU3MWIIACH PEAKIMU HA OC-
MOTp, TJIa3a He OTKPBIBAJI, OTKa3aJcs oT rpyau. Onrcansl 0coOeH-
HOCTH: pouxonedanudaeckas Gopma royioBsl, KITIOBOBHIHBIN HOC,
HIMPOKUH A3bIK, MACCUBHBIE JECHBI, YMEPEHHBIN aKPOLIMAHO3 KH-
CTeHl U CTOII, TUIIOIJIa31sl MOLIOHKH, JIBYCTOPOHHUH KPUIITOPXH3M.
3a 1-if mecan HaOpan 715 r (3545 1), Belpoc Ha 5 cM (57 cm). Ilo
JaHHBIM YIIBTPa3BYKOBOTO MCCIIENIOBaHHs B | MecC SMYKU HE BU-
3yan3UpOBAINCh, HACICACTBEHHbIE 00JIe3HN 0OMEHA OBbLIH HC-
KJII04eHBI. B Bo3pacTe 5 Mec BBISBICHBI MONCKYISIPHO-T€HETHYE-
CKHME€ U3MEHEHHUs, XapaKkTepHble 1 cunapoma llpanepa—Bunnu
(oTCyTCTBUE HEMETHIMPOBAHHOIO aJlIeNs IPOMOTOPHOM obnacTu
rera SNRPN). Ilpu ocmoTpe 3H10KpHHONI0rOM B 8§ Mec: SDS po-
cra—0,51, SDS UMT —1,31. beut xoncTarupoBan curapom llpa-
nepa—Bumn (MKB-10; Q87.1) B codeTaHuu ¢ MI3MEHEHUSIMU B MHU-
toxoHapuansHoi JITHK u 1BycTOpOHHMI KpUIITOPXHU3M (ITaxoBast
¢dopma). beuta pexkomenoBana u craproBana ¢ 10 mec Tepanus
comaToTponuHoM 0,35 MI/CyT B COYETaHUU C KypCOBBIM IIpHMe-
HEHHEM XOpUOHHYECKOro ronanorpomnuna uyenoseka 500 EJl BHy-
TpuMbleyHo | pa3a B Hemenmo N10. Uepes rox jieueHus: comaro-
TpormuHOM manueHT B Bo3pacrte 1 rox 10 mec: SDS pocra +0,69,
SDS unzaekca maccsl Tena +0,87. Peakiust Ha oCMOTp aJieKBaTHas,
9MOLIMY Oorarhle, CI0Ba KOBEPKAET, HO CTApaeTCsl IPOU3HOCHUTS.
JlBurarenbHasi akTHBHOCTh JOCTAaTOYHAs, MBILICUHbII TOHYC ClIer-
Ka CHIDKEH, XOIUT aKTHBHO, HO TPYIIIHPYETCS MEAJIEHHO, TI03TOMY
CKJIOHEH K INaJieHHsIM. MOIIIOHKA THITOIUIa3UpOBaHa, IBYCTOPOH-
HUI KpunTopxu3M. JJaboparopHo 0TMEUaOCh MOBBIIICHHE YPOB-
HSl COMaToOMeIrHa (MHCYIIMHONOA00HOTO (hakTopa pocTa 1 Tumna)
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B IMHAMHKE OT OTpuatenbHbIx 3HaueHni SDS UDP-1 mpu mep-
BOM oOpaineHuu (—3,77) 10 pe3Kko mosoxuTenbHbiX (3,5, +1,98,
+1,8) Ha QoHe Tepanuu. PEHTreHOBCKHMIT KOCTHBINH BO3pacT COOT-
BETCTBOBAJI IACIIOPTHOMY.

3axnrouenue. Teparus COMaTOTPOIIMHOM C 1-ro rofa u3HH
ManUeHTa 00eCreyra COOTBETCTBUE aHTPOIIOMETPHU U KOCTHOTO
BO3pacTa BO3pacTHBIM HOPMaM M YMEHBIIUIIA MBIIIEYHYIO THIIO-
TOHHIO, YTO MO3BOJIMIIO CKOMIICHCHPOBATH OCHOBHBIE POSIBIICHHS
CHHJIPOMA U Ha4yaTh COLMANIbHYIO aaNTALMIO TAlUeHTa. AIeKBaT-
HOE HaOMIIOCHHE 1 ITPOAOKCHHE JICUCHHS TTO3BOJIUT B JaIbHEH-
ieM u30exaTh MPOrpeCCUpOBaHms 3a00JCBaHMs, YAYILIUTh Hu-
3WYECKOE U TIOJIOBOE Pa3BUTHE, MPODIIIAKTUPOBATH OXKUPEHHUE, CO-
XPaHUTh TOJHOLIEHHYIO PECITUPATOPHYIO (QYHKIUIO.

& %k %k

HE®PONATUA NPU CUHOPOME
HOI'TA-HAOKONEHHUKA

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

Hayu4HbIn pykoBoguTenb: goueHT E.A. CapkucsH

OrAQY BO «Poccunckuin HaumoHanbHbIN
nccrefoBaTenbCkuii MEQULMHCKUIA YHUBEPCUTET UMEHU
H.N. Muporoea» Munsgpasa Poccun, Mocksa, Poccusi

Kriouesbie criosa: knuHuyeckul crydal; demu; cUHOPOM
Hoemsi-HaOKOMIeHHUKa; KOCMHO-MbIWEYHbIe aHOMaruu,
Hegponamus

Axmyanvnocms. CUHIPOM HOTTS-HAJAKOJCHHUKA BCTpEUYaeT-
cs B 2 ciydasix Ha 100 000 HOBOpOXKIEHHBIX, HA MyTallUH de novo
npuxoputes okono 12,5% ciyyaes. B pesynbrare pa3suBaercs mo-
JOLMTONATHS C U30IUPOBAHHBIM HE(YPOTUUECKHM CUHIPOMOM.

Onucanue knunuyeckoeo cayyas. Jlesouka M. ot 5-ii Gepe-
MEHHOCTH, 5-X pozoB Ha 41-if Henene recranun. Macca Tena npu
poxnennu 3210 1, muHa Tena 45 oM, olieHKa 1o IKaie Amnrap
6/7 6amnoB. CocTOsIHUE TPU POXKICHUU TDKENOE, 00YCIOBICHO
JbIXaTeIbHBIMU PAacCTPOMCTBAMU, CHUHIPOMOM YIHETCHUS LIECH-
TpaJIbHON HEPBHOI CHUCTEMBI, HAPACTAIOIIMMU ITPU3HAKAMU HH-
(eKIMOHHOTO TOKCHKO3a. JIeBouKa HyK1aJlach B IPOBEICHUH pe-
AQHMMAIMOHHBIX MEPONPHATHII B poanibHOM 3aie. [Ipu obuiem
OCMOTpE BBISIBJICHBI CTUTMBI AM39MOproreHe3a (aHOHUXUH yKa-
3aTeNIbHBIX NANIBIEB 00X KUCTEH, OpaXuaaKTUIINS 1aJIblIeB KHU-
CTell), runepTepMusi, FeMOIMHAMUUECKHE HapyLIeHus, TpeOyto-
1IMe Ha3Ha4eHUs JonaMHuHa. bbuta nuarHoctupoBaHa BHYTPHY-
TpoOHas! THEBMOHHUSI, TPOBO/IIIACH AaHTHOAKTEpUATbHAS TePaIHs.

Ha 3-u cyTku xu3HM TSI BRISIBICHHUS CHHAPOMAIHHON TaTo-
JIOTMX U JlaJbHEHNILEro JIeYeHHs! AeBOUKa B TKEIOM COCTOSHUHU
HepeBeieHa B MHOTONIPO(QUIBHYIO IETCKYIO OOJIBHULLY.

ITo naHHBIM KOMILIEKCHOTO 00CIEI0BAHUS BBISIBICHO IOBBI-
1ieHue Nepu(epudecKoro COIpoTUBICHUS COCYI0B Mouek. Jlns
OLICHKH OPTOIENNYecKoi MOp(OIOrHHy OblIa MPOBEIeHa PEHTTEHO-
rpadus MpaBo KMCTH, HAa KOTOPOH BBISIBJICHBI THIOIIa3us | msict-
HOM KOCTH, OTCYTCTBHE HUCTanbHbIX (ananr I-1I maneues. Ha 4-¢
CYTKH >KM3HU JJaOOPaTOPHO BBIABIEHBI: HEUTPODUIBHBIN JeHKO-
uto3 (16 x 10%1), cHmxenue yposHs obiiero Genka (52 /i), ru-
noans0ymuHemus (28 1/1). B aHanmm3e Mo4n: BeIpaxKeHHas! IpoTe-
unypus (3 r/n), neiikormtypus (153,30 kin/mxn).

VYuuTeiBast HAJIMYIKE CTUTM IU39MOpPHOTeHe3a U N3MEHEHHH B
aHAJIM3€ MOYH, XapaKTePHBIX IS HEPPOTUUESCKOTO CUHAPOMA, JIe-
BOYKa 6bIJ'la KOHCYJIBTUPOBaHa I'CHETUKOM. HpOBCZ[CH])I OUTOI'CHE-
THYECKOE U MOJICKY/IIPHO-TEHETUUECKOE 00CIIEIOBAHNUS: KAPUOTHUIL
46XX, BoIgBNeHa MyTauus B reHe LMXIB (c.819+1G>A), noxn-

TBEPKJAIOLIAsl HAJIMYUE Y JE€BOYKU CHHIPOMA HOITSA-HAIKOJICH-
HUKa. B nanbHeiiem TpeOyercs poBeAeHNUE AMarHOCTHYECCKOM
OUOTICHH TTOYEK UL OTpeIeIeH s y4acTHs UMMYHHBIX KOMIOHEH-
TOB B IIOPAXKCHUH IIOYUCK U B])I60pa TAaKTUKHU JICHCHUA.

3akmiouenue. Hanuuue y HOBOpOxkIEHHOrO peOEHKa aHOMA-
THif KOHEYHOCTEH B COUETAHHHU C HE(PPOTHIECKIM CHHIPOMOM
JIOJKHO MOATOJIKHYTh KJIMHULUCTOB K IIOMCKY BO3MOXKHOM IeHe-
THYeCKOH aHoManuu. I1o31HsAS AMarHOCTHKA U OTCYTCTBUE CBO-
€BPEMEHHO Ha4aTOro CUMITOMATHYECKOIO JICYEHUs MOXKET IIPH-
BeCTHU K ()OPMHUPOBAHUIO TEPMUHANBHOI CTaANU OUEUHON HE0-
CTaTOYHOCTHU.

k %k ok

AHAIN3 COCTOAHUA 3A0POBbLA
OBYYAIOLLUUXCSA CTAPLLEN LLKONbI
B YCnoBuAaX LM®POBU3ALIMN OBPA3OBAHUA

MnatoHos O.B.

Hay4HbIn pykoBoaguTenb:
npocpeccop E.[l. JlanoHoBa

®rAQY BO «lMepBbit MOCKOBCKMI rOCyAapCTBEHHbIN
MeauLUHCKUA yHuBepeuteT nmeHn N.M. CeveHoBa»
Mwun3agpasa Poccum (CeveHoBckui yHuBepcuteT), Mocksa,
Poccus

Knrodwesbie criosa: obyyaroujuecsi; cocmosiHue 300p0o8bs;
yughposu3zayusi 0bpaszosaHusi; WKOIbHO-06YCI08/IEHHbIE
6onesHu

Axmyanvrocms. LluppoBuzanns COBPEMEHHOTO 00IIECTBA
NPOSIBIISIETCS B TOM YHCJIE B aKTUBHOM BHEJPEHUM B 00pa3oBa-
TeJIbHBIC OPraHU3aluy AIEKTPOHHBIX cpencTB 00ydenus. OcBoe-
HHE Y4eOHO! MPOrpaMMBI C UCIIONB30BaHIEM HH()OPMAIIHOHHBIX
TEXHOJIOTHI TIPELYCMOTPEHO YKe C IIEPBBIX JIeT 00Y4SHUsI, HECMO-
TPS HA TO YTO YPE3MEPHOE MCIIONB30BAaHUE ITEKTPOHHBIX CPEACTB
ABiseTcst HaKTOPoOM pUCKa ISl TApPMOHUYHOTO POCTA, Pa3BUTHA U
(hopMupOBaHUs 30POBbS JIETEH 3a CYUET HHTEHCU(DUKALIUH UHTEII-
JIEKTyaJIbHOM EATEIBbHOCTH 00YYaIOIMXCs, 8 TAKIKE YBEITUICHUS
3pUTEIBHOM HArpy3Ku U Harpy3KH Ha OMIOPHO-ABHUraTEJIbHBIN all-
napar 3a c4éT MoJICp)KaHus BBIHYKICHHOW paboucii mo3bl. Yuu-
TBIBasi paHHee BpeMs Hayajia BO3AEHCTBHS 3THX (haKTOPOB, y MHO-
I'HX 00yUYaroLIMXCsl K MOMEHTY IIepexo/ia B CTaplLIyIO IIKOJTY pas-
BUBAIOTCS pa3IMuHbIe (POPMBI TATOIOTHH.

I]ens: onpenenuTb COCTOSIHUS 310POBbs 00YYaIOIIUXCS CTap-
IIMX KJIACCOB I10 JJAHHBIM BBIKOIIMPOBOK U3 MEITUIIMHCKUX KapT.

Mamepuanvi u memoowr. IIpoBoHIaCch BEIKOMUPOBKA JAHHBIX
13 MEAMIUHCKHUX KapT 00YYarOMIMXCsl MEAUIIMHCKOTO TPETyHHBEP-
capus. OO1iee KOJIMYeCTBO 3YYCHHBIX MEIUIIMHCKUX KapT — 327.

Pezynomamut. Y OONBUIMHCTBA 00YyYaIOIIMXCS YCTaHOBIIE-
Ha 2-s rpymnma 310poBbs (63%), k 1-i rpyniie 310poBbst ObLIH OT-
Hecensl 17,1% mkonbHUKOB, K 3-i rpynne — 19,9%. Benymu-
MU HapyLICHUSMH 300POBbsl 00YJaIOMINXCS SBISIOTCS 3a001eBa-
HUSA 3pUTeNBHOM cucteMbl — 193 (39,7%) ciryyaeB 3aboneBanuii,
OIIOPHO-JIBUI'aTEIBLHOTO alnapara Wik COeUMHUTEIbHON TKAaHH —
177 (36,4%), cucrembl kpoBooOpamenus — 36 (7,4%), 3aboseBa-
HYSL OPTaHOB MUILEBAPEHUS U HEPBHOU cucTeMsl — 110 29 (6%),
nbIxarenbHou cuctemel — 22 (4,5%).

CaMbIMH pacrpoCcTpaHEHHBIMU (yHKIIHOHABHBIMH HapyIIe-
HUSIMH SIBJSIFOTCSI MUOTIHSI Pa3lIMYHOM CTETIeHN TSDKECTH (KOX IO
MKB-11 9D00.0) — 138 ciryuaes (28,4% ot ob1uero urcna 3a60-
neBanuii ¥ 71,5% ot 3a0oneBaHuil 3pUTEIBHON CHCTEMBI), IIOCKAs
crona (LB98.1) u necrabunbpHOCTh Mo3BOoHOUHKKA (FB10) — mo
48 ciyuaeB (9,9% u 27,1% ot Gone3Hel 0nopHO-ABUTaTEILHOTO
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anmapara Wil COeIWHUTENbHON TKkaHu), u ckonmo3 (FA70.1) —
27 cityqaes (5,6% ot obuiero uncina 3aboneBanuii u 15,3% ot 60-
JIe3HeH ONOPHO-IBUIATEIBHOTO AMIAapaTa).

3axniouenue. K MoMeHTy Hadana o0y4yeHHs B CTapIIei MIKoJIe
Y 3HAUUTEJIHOTO YMCIIa MIKOJIBHHUKOB OCHOBHYIO JIOJIO B CTPYKTY-
pe GYHKUIMOHAIBHBIX OTKIOHEHUH 3aHUMAIOT 3a00JI€BaHUs 3pU-
TEJEHON CHUCTEMBI M ONOPHO-IABHIATeNFHOTO anmapara. OIHuM
13 BeAyINX (HAKTOPOB PHCKA BO3HUKHOBEHHMS MOAOOHBIX Hapy-
LIEHUH B COCTOSHHUU 310POBbsI JIETEH SABIETCS HEPALMOHAIbHAS
opraHuzanus yueOHoH paboTbl, B TOM YHCIIE C IEKTPOHHBIMH
cpencTBaMu 00yueHUsL.

%k %k ok

CUHOPOM BEKBUTA-BUOEMAHA B NMPAKTUKE
NEOUATPA

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

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

Knouesbie criosa: knuHu4eckul criyqat; demu; cuHOpoOMm
beksuma—BudemaHa, MakpoCOMUSI; MaKpO2/10CCUsl;
OuasHocmuka

Axmyanvrocms. Cuanpom bexsuta—Bunemana (CbB) — re-
HETHYECKH IeTepOreHHbII CUHAPOM, XapaKTepHu3yolieecs Tpua-
JIOW MPU3HAKOB — oMdarionesie, MaKporJIoCCHEH U MaKPOCOMHEH.
IIpu cunppome bexkBura—Buaemana npoucxoauT HapyLUIeHUE po-
CTa ¥ Pa3BUTHUS C BBICOKUM PUCKOM KaHIIEPOreHe3a B IETCKOM BO3-
pacre, 4TO INpearoNaraeT perysipHoe AUCIaHCepHOe Halmone-
HUE 32 NallUeHTaMU.

Onucanue kaunuyeckozo cayyas. Manpauk, 3 Mec, poauiics
ot 2-ii OepeMEHHOCTH, HACTYITUBILEH MOCIE IPOLEAYPhI SKCTpa-
KOPIIOPAJILHOTO OIIONOTBOPEHHMS, 1-X CaMOCTOSATENBHBIX POJIOB.
[pu poxxieHnH BBISIBIIEHA TEMUTHIIEPTPOGHS, HEPpOMEraius cie-
Ba. [Ipn ocMoTpe Taxke oOpaiaer Ha ceds BHUMaHHE MaKpOoIyIoc-
CHs, BBICOKOE aKpOBUIHOE HE0O, CHIDKEHHE MBIIIEYHOTO TOHYCa
nepeHel OpIOIIHON CTEHKH, TEMaHTHOMa KOXKH JIEBOTO BeKa U 3a-
ThlIKa. DEHOTHI: HU3KO PACIIONOXKEHHbIE YIIHbIE PAKOBUHBI, C I'0-
PHU30HTAILHBIMU OOpPO3/IKAMH Ha MOYKaX YILEH, MOHTOJIOHMTHBIN
pa3pes nia3, NIa3HON TUIePTENIopU3M, CEAI0BHUIHAS IEPEHOCULIA,
runoruiasus ry6. [Ipu Y3U BHyTpeHHHUX OpraHoB TUarHOCTUPOBA-
HO: i dy3HOE yBENNUIESHHE MOKETYTOTHOHN HKeIe3bl, HETIOJTHOES
YVABOCHHUE JIEBOW MOYKH; ITPH PEHTIeHOTpadhUH OPTaHOB IPYIHOM
KJIETKH — TUMOMeTanus 2 cTeneHu. PeGEHOK ObIIT KOHCYIBTHPO-
BaH F€HETHKOM, IPOBEICHO MOJIEKYISIPHO-TeHETHYECKoe o0ce-
JIOBaHUE, BBISIBUBLIEE HapylleHue Metuiuposanus IGF2/HI9 u
KvLQT(LITI) B uentpe 11 xpomocomsl, uto xapakrepHo it CBB.

3akniouenue. llpencraBieHHBId KIMHAYECKUN CiTydai je-
MOHCTPHUPYIOT crieliuuueckre KIMHHIESCKUE POSBICHUS, Xa-
paxrepasie s CbB. B npakTrke neauarpa He0OX0AUM MEXIHC-
UUIUTMHAPHBIA TIOX0A 171t AU PepeHIINaTbHOM AUarHOCTHKH 3a-
OosieBaHuUH, B TOM 4Hciie ¢ opdaHHBIM crarycoM. Heo6xonumo
JlabHelIIee MOJIEKYJIIPHO-TeHETHIECKOe 00CIeIOBaHNE CEMbU
JUISL YCTaHOBJICHHUS CTaTryca MyTaluH (yHAcJIeIOBaHHAs WIH de
10V0) ¥ IPOTHO3UPOBAHUS POXKACHHS IETEH B CEMBbeE.

% %k %k

BITUAET N BO3PACTVPOD,VITEJ1EI7I
HA POXAOEHUE OETEU C CUHOPOMOM OAYHA?

MonTtopak T.O.

HayuHble pykoBoguTtenu: npoceccop
0O.K. borBuHbeEB, goueHT H.I. 3BOHKOBa

®IAQY BO «[MNepBbit MOCKOBCKUI roCyAapCTBEHHbIN
MeauUUHCKuiA yHusepceuteT nmenn N.M. CeveHosa»
MuH3anpaBa Poccun (CeyeHoBckuin yHuBepcuTeT), Mockea,
Poccus

Krrouesbie criosa: demu; cuHOpom [ayHa; so3pacm
podumerieli; C€30HHOCMb 3a4yamusi

Axmyansnocms. Cuaapom [Jayna (CL) — omgna u3 cambIx
pacnpocTpaHEHHBIX HACIEICTBEHHBIX aHOMAHH, 00yCIIOBIEHHAS
Tpucomueii 21 xpomocombl. MI3BeCTHO, YTO PUCK POXKICHUS pe-
6¢nka ¢ CJ] 3aBUCHT OT BO3pacTa MaTepu, AJIs )KEHIIUHBI OH yBe-
muauBaercs ¢ 35 net, a k 39 . cocraBisiet 1% (rumnoresa 00 «u3-
HaIIMBAaeMOCTH» OpraHn3Ma Marepu). OIHaKo 10 CUX IOp He sic-
HO, Kakue (pakTopsl, KpoMe BO3PACTa MATEPH, MOTYT HOBIHATH Ha
BEPOSITHOCTh POXKICHHSI OOIBHOTO peOEHKA.

L]env: onpenenuTh BIUSIHUE BO3pacTa poAUTENei U ce30Ha 3a-
yaTusl Ha poxaenue jereit ¢ CJl 1 yCTaHOBUTH PacIpOCTpaHEH-
HOCTB MIOpOKOB pa3Butus npu C/I.

Mamepuanv u Memodvi. B peTpOCIIEKTHBHOE CPaBHUTEb-
HOe mccienoBanne BkirodeHo 526 nmereit ¢ CI (257 meBouek n
269 ManpuIuKOB); TPYIITy CpaBHEHUSI COCTABMIN 653 310pOBBIX
pe6énka (310 neBouek u 343 manbuuka). [laHHBIC MTOYYECHBI U3
JOKyMEHTAllu MEIUIMHCKUX yupexaeHui I. Mockssl 3a 1970—
2020 rr. nst cpaBHEHUs JBYyX HE3aBUCUMBIX TPYIII HCIOJIB30Ba-
7 t-kputepuii CThIOAEHTA, JUTSl CPABHEHHS KAaTeTOPUaIbHBIX JaH-
HBIX UCIIOJIB30BAIH TAOIHIBI CONPSHKEHHOCTH.

Pesynemamul. Bozpact ponuteneit nerei konebancs ot 15
1o 50 ner. CpenHuit Bo3pacT MaM 310pOBBIX aeTelt u aeteit ¢ CJJ
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 coorBeT-
ctBeHHO (p < 0,001). CpenHuii Bo3pacT MaM 310pOBBIX JIeTeH U
nereit ¢ C/I, pokKIEHHBIX B pa3IMIHbIE CE30HBI IO, COCTABHIL:
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 1 32,42 + 8,33 (p
< 0,001) coorBercTBeHHO0. CpeaHuil BO3pacT mar 3710pOBbIX Jie-
teit u gereit ¢ CIl, poXIEHHBIX B pa3JInuHble CE30HBI I'0fIa, COCTa-
Bmi: 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); ocenr — 29,79 £
7,29 n 33,55+ 7,02 (p = 0,016); 3uma — 29,46 + 7,36 u 33,57 +
7,05 coorBercTBeHHO (p = 0,005). ¥V nereii ¢ CJ] yacto BcTpeua-
JIMCh IOPOKHU Pa3BUTHS OPraHOB KpoBooOpamieHus (65,67%), sxe-
JIYIOYHO-KHUIIIEYHOro TpakTa (23,5%), mouek 1 MOueBBIETUTEIb-
HoMi cucremsl (4,15%) u apyrue (6,68%).

3axnouenue. YCTaHOBIEHO, YTO HE TOJIBKO BO3pAcT MaM, HO
¥ BO3PACT OTLIOB UTPaeT OOJIBUIYIO POJIb B 3a4aTUH U POKACHUU
nereid ¢ CII. BpeMms 3auarusi He BIMSET HA PUCK POXKACHUS Jie-
teii ¢ CII.

k %k 3k
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PEANMM3ALUNA MOOENN NPOTHO3UPOBAHUA
HEBPOJIOMMYECKUX OCNOXHEHWW Y PEBEHKA
C BUPYCHbIM SHLE®AJIUTOM

Monsaxosa I0.H.'

HayuHbIi pykoBoaUTeNb: AOKTOP Mefd. HaykK
A.H. KonecHukopB?

'[eTcknin KnuHYecknin LeHTp I. MakeeBku, MakeeBka, Poccusi;
20I'bOY BO «[loHeukuii rocy4apCTBEHHBIA MeAUUMHCKUIA
HuBepcuUTeT MMeHn M. Mopbkoro» MuHaapasa Poccuu, [oHeLK,
M. It M P
Poccusi

Knouesbie crioga: kKnuHU4ecKul criyqad; sHueganum, epurri;
HesposIo2uYeCKUE OCIIOKHEHUST; MPO2HO3UposaHuUe

Axmyanvnocms. B CTpyKTYpe BUPYCHBIX SHIIE(DAIUTOB YaCTO-
Ta BCTPEYAEMOCTH TPUIIIIO3HBIX MeHee 2%, OHAKO YacTOTa HEBPO-
JIOTUYECKUX OCJIOKHEeHUH nocturaet 60%, a netanpbHOCTE — 25%
CJIy4yacB. YuuteiBas TPYAHOCTH B BBISIBJICHUH 3THOJIOTUH ITOPAXKE-
nust LTHC, a Takke BBICOKYIO BEPOSITHOCTD HEOJIAronpHATHOTO HC-
X0J1a, aKTyaJIbHBIM SBJISIETCSI IOMCK HOBBIX MOJIEJIEN IPOrHO3UPO-
BaHMS OCIIOKHEHHH.

Onucanue knunuyeckozo cayuas. Pe6énok C., 14 net, mocry-
I B oTeNieHne nHTeHcnBHOW Tepanuu (OWT) Ha 6-¢ cyTku 3a-
OoJieBaHMs B TSHKEJIOM COCTOSTHUM. 3a00JIeBaHHE HAualloCh C Kara-
PAJIBHBIX CUMIITOMOB, (heOpuiIbHON Hxopaiaku. B nenp rocrnura-
JIM3aLUH COCTOSHUE YXY/ILIMIIOCH: ITOSBUIIACh PBOTA, HAPYLICHUS
cosHaHwus. [Ipu rocuranu3anyy TeCT Ha OOHApPYKEHHE aHTHIeHa
BHpYyca rpummna A — noJokuTensHbId. [IpeBamipoBaa HEBpoOIIO-
TMYECKasi CHMIITOMATHKA: COTIOP, TeHEPATN30BaHHBIE KIIOHHYECKUE
cynoporu. [Ipu 00beKTHBHOM OCMOTpE BBISIBIICHBI OTKIIOHEHHUS: KO-
Ka OJeqiHast, XOJI0IHAas; BUIUMBbIE CIIM3UCTBIE CyXHe; TAXUKApANS.
B ximHnuYeckoM aHause KpoBH JieikoruTs! 7,6 /11 ¢ Helirpoduib-
HBIM cABUTOM 110 90%. MI3MeHeHHs1 OHOXMMHIECKOTO aHaIn3a Kpo-
Bu — ypoBuu AJIT 243 E/l/n, ACT 348 EJI/n, kpearunun 120 Mk-
MOJIB/J1. B KnHMYecKoM aHanu3e JIMKBOPa, MOYH, KOAryJIorpaMme
MaToJIOTHYECKUX W3MEHEHUI He 0OHapyxeHo. Ha3HaueHa crapro-
Bas TEpalus: OCEIbTAMUBUD, aALMKIOBUP, MEPOIIeHEM, HHDY3HS
KpUCTAIUIONIOB B 00beMe 75% OT (hU3HNOIOTHIECKON MOTPeOHO-
cty, nuasenam. [1o JaHHBIM 0aKTEPHOIOTHIECKOTO TI0CEBa U3 KPO-
BH, 3€Ba ¥ 13 BIeNeH Staphylococcus aureus 105. TIpu Bupyco-
JIOTHYECKOM aHAJIM3€ Ma3KoB U3 3¢Ba U B JInkBope Boigenena PHK
Bupyca rpunmna A. B Teuenue 10 4 cocTossHEE OOIBHOTO yXyAIIU-
JIOCh — HapOCja HEBPOJIOTHYECKAsk CUMITOMATHKA, JbIXaTeIbHas
HEJI0CTaTOYHOCTh, FeMOJJMHAMUYecKue paccrpoiictea. B 1-e cyr-
KU B OT/ISNICHY MHTEHCUBHOMN TEepaIuy IpUMEHeHa aBTOPCKast MO-
JIeJTb TPOTHO3UPOBAHMS PHCKA HEBPOJIOTHUECKUX OCTIOXKHEeHUH (P)
py BUPYCHBIX nopakeHusix [IHC:

P = 1/(1+(2,718)x(3,66 — 0,14X1 — 0,49X2 — 0,08X3 +
0,03X4)), rne X1 — neHp 3a00IeBaHUS HA MOMEHT TOCITHTA-
mm3anun, X2 — 6amn mkanel pSOFA, X3 — nelikoruts (I'7/1),
X4 — TeMaToNorHYeCcKHid IOKa3aTelb MHTOKCHKAINK. 3Hade-
Hue P cocraBuio 0,86, 9TO paBHO HACTYIIJICHUIO OCJIOKHEHUH B
86% ciyuaes. IIpoBeneHa KOppeKLYs JIeYeHHsT OONBEHOTO: HHTY-
63.Lll/l$l, HCKYCCTBCHHAsI BCHTUJISILINSA JIETKUX B PexKUME BCIIOMOra-
TEJIbHOW BEHTHWJISILIMH T10 JIaBJICHUIO, Ba30IPECCOpPHAs MOIepK-
Ka (gomamuH 5—10 MKr/Kr/MHH), HH(Y3HUs IMMyHODIOOYHA G
YeJI0BEYeCKOr0 HOPMAIILHOTO, KOPTHKOCTEPOH B, O0phba ¢ 0Té-
koM Mo3ra (JI-1m3uHa ScIuHAT, KPaTKOBPEMEHHas THIePBEHTHIIS-
HsI, MaHHUTOJI, PypOCEMHU]T), BaIbIIPOEBasi KUCIOTa. AHTHOAKTE-
pualibHast Tepanus NPoAOJIKEHA, TaK KaK COOTBETCTBOBAJIA CIICK-
TPy 4yBCTBUTENBHOCTH. Ha 4-e cyTkH mocie KoppeKIuy Teparuu
puck cHu3miIcs 10 71%, 4To yKa3bIBaeT Ha CPEHIOI0 CTETICHb PU-
CKa OCIIO)KHEHUH 1 2 (HEKTHBHOCTD POBEAEHHON KOPPEKIINH JIe-

yeHus 6osbHOro. Pe6&HoK Haxoauics B OUT 18 nueit, nepeBenéH
B IpOQUIBHOE OT/AENICHHE C HUCXOAOM 3a00JI€BaHMs B BUAE HAPY-
IIEHHUS MO3TOBOTO KPOBOOOPALIEHHS I10 UIIEMUYECKOMY THILY C
reMUIIape30M U (OKaIbHON SMHUIIETICHEH.

3axnouenue. Mozaenb MPOTHO3UPOBAHUS HEBPOJIOTHUECKUX
OCIIOXXHEHUI UMeeT 4yBCTBUTENHLHOCTh — 84,6%, cnenudud-
HOCTh — 82,5%. IIpumMeHeHre Monen U KOPPEKIHs Teparnuu
TPHIIIIO3HOTO SHIIE(ATUTa CITIOCOOCTBOBAIM CHU)KEHHUIO PHCKA He-
OraronpuATHBIX cXonoB Ha 15% B Teuenue 3 nueid. [Ipencras-
JICHHBIH KIIMHUYECKUH Clydail 1oKa3bpIBaeT HEOOXOAUMOCTh CBOE-
BPEMEHHOM ATHOTPOITHON 1 NaTOT€HETUYECKON Teparnu, a TakxKe
YCOBEPILIEHCTBOBAHUS METOJIOB IMAarHOCTHKH, BHEIPEHHS B ITPAK-
THUKY METOJIOB IIPOTHO3UPOBAHUS 1IepeOpaTbHBIX OCIOKHEHUH.
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BINMUAHUE YNOTPEBJNEHUA ANEKTPOHHbIX
CPEOCTB OOCTABKMN HUKOTUHA BO BPEMA
BEPEMEHHOCTU HA COCTOAHUE 3[0POBbA
HOBOPOXAEHHbIX

NMoHomapeBa H.E., Bearogosa O.U.
Hayu4Hbin pykoBoguTtens: C.P. KocuHoBa

OIrbOY BO «TtoMeHCKU rocyaapCTBEHHbIA MEOULIMHCKIN
yHuBepcuteT» MuHsgpasa Poccun, TiomeHb, Poccus

Knrouesnble crioga: eelir; 351eKmMpOoHHbIe cu2apemsi;
pasgumue n1oda; HUKOMUH; HOBOPOXOEHHbIE

Axmyanvrnocms. DIEKTPOHHBIE CPEJCTBA IOCTABKY HUKOTHHA
(3CIH) 6bicTpo Habpanu NOMyAIPHOCT. PacnpocTpaHEHHOCTD
BOUMHHTA Cpe/i OEpEeMEHHBIX COCTABISET 5—7%, YPOBEHb 3aHIKE-
HUs nHQopManuK 006 nX mpuMeHeHnH gocturaet 22%; 45% nons-
30Baresieii cuutaroT ux OezonacHee curapet. Biusaue 9CIH Ha
TeuyeHHe OEPEMEHHOCTH U3YYCHO HEOCTATOUHO, HO UMEIOIIUECS
JTAaHHBIE MTOKA3bIBAIOT, YTO OHU MPUBOJAT K YMEHBIICHUIO IecTa-
LIUOHHOTO BO3PAcTa, HU3KOM Macce Teja Ipu poKICHUH, aHTEeHa-
TaNbHOM IHOeNH 110112, TOPOKaM Pa3BHUTHSL.

Lenv: onpenenuts Biusiane IC/IH Ha puzudeckoe pa3ButHe,
JacTOTY BO3HUKHOBEHUS PA3IMYHBIX ()OPM MATONIOTHU Y HOBOPO-
XAEHHBIX JAeTel B paHHEM HEOHATaJIbHOM MEPUOJIE.

Mamepuanst u memooul. IIpoBOIUIOCH aHKETUPOBAHHE U aHA-
JIM3 MEMUMHCKOM okyMeHTarmu 100 nap MaTb—HOBOPOXKIEHHBIN
B POJIOBCIIOMOTATEJIBHBIX YUPEKICHUAX TroMeHH ¢ HOsOps 2023
o ¢eBpaib 2024 1. CTaTUCTHYECKHUIT aHATIM3 TIPOBEAEH C UCTIOIb-
3oBanueM nporpammbl «Excel Microsoft Office 2010x.

Peszynemamu. Tlo (axty KypeHUs: HAMH BBIJICIICHBI 4 TPYIIIBI
GepeMEHHBIX JKEHIUH: 1-1 — He Kypsmue (78%); 2-s1 — Kypsiuue
curapetsl (9%); 3-s1 — Kypsiue 3JeKTpoHHbIe curapetsl (7%);
4-1 — xypsiume Bei (9%). lnarao3 HUKOTHH3aBUCUMOCTH UMENN
TOJBKO 77,3% >keHurH. HanMeHbIIMiA CpOK TeCTaIiii OTMEJAIICS B
4-ii rpyrmme — 38,7 + 0,5 ven [36,5; 41,6]; p < 0,05. Cpennsist oueH-
Ka 10 mKaie Anrap B KoHie 1-it MunyTsl — 7,7 + 0,3 Gasna [5; 8],
Ha 5-it munyte — 8,4 + 0,3 6ayna [7; 9]. Achuxcnst HOBOPpOXKIEH-
HBIX CpeJTHEH M YMEPEHHOI CTENeH! TSHKECTH Yallle 0TMEYanach y
JKeHIIMH BO 2-i rpynne — y 22,2% u B 4-i1 rpynmne — y 22,2%;
p<0,05. Y 6epemeHHbBIX 3-ii 1 4-11 TPYIIN BISBJICHA 3HAYUMAS 10~
JIOXKUTENbHAST KOppeIsLus Mex 1y yactoToil kypenus DC/IH, Ha-
nureM runokcuu mwiona (» = 0,688; p < 0,05 u »=0,738; p < 0,05
COOTBETCTBEHHO) U AuCyHKIMeH rateHTsl (= 0,625; p < 0,05 u
r=10,632; p <0,05 coorBeTcTBeHHO). IIpK 5TOM 3HaYUMBIX pa3iIu-
quii B (QU3UUECKOM Pa3BUTUH HOBOPOXKIEHHBIX MEXKIY TPYIIIIAMH
He ycTaHoBieHo (p > 0,01). Y HOBOpOXKIEHHBIX 1-1 TPYIIIIBI B paH-
HEM HEOHaTaJIbHOM NIePHOJIE BHICTABILSUINCEH AUArHO3BI: KPYITHOBEC-
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HBI K CPOKY Trectanuu — 5,1% cirydaeB, TpaH3UTOPHAS KEJITyXa
HOBOPOXKAEHHBIX — 12,9%, ToKcHueckast saputema — 6,4%, Tpan-
sutopHoe TaxunHod (TTH) — 3,8%. Y HOBOpOXKIEHHBIX 2-H TpyII-
nbl: TTH — 11,1%, Tpansurtopnas xenryxa — 11,1%, nedexrt mex-
HKEJTYJIOUKOBOH meperopoaku — 22,2% ciydaeB. Y HOBOPOXIEH-
HbIX 3-if rpynmnsi: TTH — 28,6% citydaeB. Y HOBOPOXKAEHHBIX 4-i
TpyHIbE: IedeKT MexoKeTyIoukoBoi neperopoaku — 11,1% ciy-
gaeB, TTH — 22,2%, nuenoskrazust — 11,1%, KpymHOBECHBII K
cpoky recrauuu — 11,1%. BblsBieHb! 3HaYMMBbIE pa3nnyusl 0 BO3-
nukHoBenuto TTH (p < 0,05).

3axniouenue. Ynorpebnenue JCAH HeraTuBHO BIIUSET Ha CO-
CTOSIHHE 3/I0POBbs HOBOPOXKAEHHBIX. Heobxonumo mupokoe BHe-
IpeHre 00pa3oBaTeNIbHBIX MPOTrpaMM JJisi OepeMEHHBIX JKEHIINH
TPYIII BEICOKOTO PHCKA M 00S3aTENBHBIX TOPOIOBBIX KOHCYIBTa-
it 6epemeHHbIX 0 Bpene kypenus DCIIH.
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METUIIMANOHOBAA ALIMOYPUA Y OEBOYKU
14 OHEN

MonoBa A.A.

Hay4HbIn pykoBoauTenb: npodeccop
A.N. AMuHoBa

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

Kniouesnbie criosa: knuHu4eckul criyqall; MemusmanoHoeas
ayudypusi; eumamuH B12; aunepaMmMoOHUeMus;
memabornuyeckuli ayudo3s

Axmyanvrocms. MeTHIMaIOHOBAs allUYPUs — 3TO ayTOCO-
MHO-PEIIECCUBHOE 3a00JIeBaHUE U3 TPYIIITBI OPraHUIECKHX allHIy-
PHIid, CBAI3aHHOE C HApyILIICHUEeM O0OMEHa METUIIMAJIOHOBOM KHCIIO-
Tbl 1 BUTaMuHa B12 Ha ypoBHe nepexona metmimManoHuin-KoA B
cykiuHUI-KoA, conpoBoskaarolieecs HapylieHHeM MeTaboau3Ma
psiia aMUHOKHUCIIOT, J)KUPHBIX KUCJIOT C HEYETHBIM YHCIIOM aTOMOB
yIIepoJia U XoJecTeprHa.

Onucanue knunuueckozo ciyuas. JleBouka,14 nueit, Ha 5 cyTku
KHU3HU PeOEHOK OBLT IepeBE/IEH B OT/ICNICHUE PEaHUMAIIUH B TSDOKE-
JIOM COCTOSIHMU C CUH/IPOMOM YTHETEHH, 1aTOJIOTHYECKOH IoTepeit
Macchl Tena Ha 14,4% u oppinikoid. [Turanue neBouka He ycBauBa-
J1a, B CBSI3M C YeM IIepeBelicHa Ha MapeHTepaibHoe nuranue. Mac-
ca Tena npu poxaeHun 2626 . Ha 14-¢ cyTku peGEHKa repeBeny B
MOpPO30BCKYIO IETCKYIO TOPOACKYIO KIIMHIYECKYIO OONBHUILY B TS~
KETOM COCTOSHUM U Maccoi Tena 2579 . OTmeyanoch yMeHblIIe-
HHE MBIILIEYHOTO TOHYCAa, pe()IeKChl HOBOPOXKIEHHBIX OBUIH OCIIa-
GsieHbl. B OMOXMMHYECKOM aHaM3e KPOBU: TIOBBILICHHUE YPOBHS aM-
MOHUSI 316 MMOJIB/J, MOBBIIIEHUE JIAKTATACTHAPOreHassl 656 ME/n
u kpearuHpochokrHaszel 248 ME/n. B anami3e Moun MOBBIILICHUE
YPOBHSI METHIIMAJIOHOBOM KHCIIOTHI 10 10510 MM/Monb 1 MeThII-
mutpara — 10 121 mM/mons. TIpu TaHmemMHON Macc-crieKTpoMe-
TPHHU BBISIBJICHO TOBBIILICHUE MPONUOHMIKAPHUTHHA, CBOOOIHOTO
KapHUTHHA, TaJIbMUTOWIKapHUTHHA. PeGEHOK OBbLI MPOKOHCYIBTH-
POBaH HEBPOJIOTOM U SHIOKPHHOJIOTOM — OBLI ITOCTABIIEH JTHarHo3:
HACJIeICTBEHHas 00JIe3Hb 0OMEHa, METHIMAJIOHOBAS AllUTyPHSL.

Ha ¢one nmpoBoaumoii Teparnuu ButamMmuaoM B12, ximopumom
KapHUTHHA COCTOSHHE PEOEHKA YIydIINIOCh, Pe(hIeKCH BBI3bIBA-
JIUCH JTy4YIlle, MBIILICUHbII TOHYC HOPMAJIU30BaJICs, TIMTaHUE PeOe-
HOK HayaJl yCBaBaTh U NPUOABIATH B BECe.

3axnouenue. MeTunmManoHoBas aluypust — Tsbkénoe 3a60-
JIeBaHUe, XapaKTepU3yIoNIeecs: BEIPAKEHHBIM METa00INIEeCKUM

aIu1030M, THIIEPAMMOHUEMUEH, B pe3yJbTaTe KOTOPOTO Yy Malu-
€HTOB OTMEUaeTCsl MaTOIOruuecKas HoTeps Beca, 00e3BOKUBAHHE,
HapyIlleHUuE CO3HAHUsL, MbIlIeuHas runotonus. [Ipu nabmonenuu
TaKOW KJIMHUYECKOW KapTHHBI, HEOOXOAMMO IPOBOJUTH TaH/IEM-
HYI0 Macc-CIIEKTPOMETPHIO U ONPENENIATh KOJIHMUECTBEHHBIN YPO-
BEHb aMUHOKHCIIOT, a TAKXKE T€HEeTHYECKoe 00cIIeJ0BaHNE HA BbI-
SIBICHUE TIATOJIOTHYECKUX COYETaHUH I'eHOB.

KPUTEPUN SHAONEHHOW MHTOKCUKALIUN
N X AHOOPMATUBHOCTb

MPU NATONOIMNM4YECKUX NMPOLIECCAX

Y HOBOPOXOEHHbIX

Mpueanosa E.10., Ocagyas C.C.

Hayu4HbI pykoBOAUTEND:
npod. B.A. Be3kapaBalHbIN

®IrBOY BO «JlyraHckuin rocyaapCTBEHHbIN MEQULIMHCKUN
yHuBepcuteT umenu Ceatutens Jlykn» Munaapasa Poccu,
JlyraHck, Poccus

Kntouesbie criosa: HOBOPOXOEHHbIU; UHOEKChbI 3HO02EeHHOU
UHMOKCUKayuu, KIUHUYeCcKUl aHanus nepugepuyeckol
Kposu

Axmyanvrocme. |11 paHHeW TUarHOCTUKU YHAOT€HHOU UH-
TOKCHUKAIlUU IIPpU l/lHq)CKIll/IOHHO-BOCHaJ’[HTCJ’IbeIX npoueccax y
HOBOPOXIEHHBIX JIeTel He0OXOIUMBbI HOBBIE METOJIUKH OIIpe/e-
JICHUS UX TSXKECTH.

Llenv: onpenenuTh 3HAYNMBIE KPUTEPUU OLIEHKH YPOBHS 9H-
JOT€HHOW MHTOKCHUKAIUH B INHAMHKE 3a00IeBaHUSL.

Mamepuanst u memoowi. TIpoBenen ananus 160 ucropuii 60-
JIC3HU HOBOpO)K}J,éHHI)IX, HaXOOAUBLIUXCS B OTACJICHHUH I1aTOJIOTHUH.
CcopmupoBaHsbl 2 TpyNIibl HOBOPOXKIEHHBIX JAETEH B 3aBUCHMO-
CTH OT ATHOJIOTUHU TaTOJOrHYecKoro mnpouecca. IlepByro rpym-
Iy COCTaBHJIM HOBOPOXKIESHHBIE ¢ HH(PEKIIMOHHOW ITaTOIOTHEH.
Bo 2-10 rpymnity Bonuiu AeTH ¢ HeMH(PEKIIHOHHOHN MaToIOrHEeH.

BrimonHeHa cratucThyeckas 00paboTKa AaHHBIX KIMHUYE-
CKOT0 aHaJn3a rnepudepuyeckoil KpOBU HOBOPOXKIEHHBIX JIETEH.

Pezynomamut. ChopMmynupoBaHbl pacu€THbIE HHIEKCHI TeMO-
rpamMMbl HOBOPOXIEHHBIX JIeTel, HAXOJUBIINXCS B OT/ICJICHUH T1a-
TOJIOTHH: HArpy304YHBIA SPUTPOLUTAPHBIA KOIDDHIIEHT, IMMY-
HO-TMM(OUUTAPHBIN MOTeHINAN. Benymumu nokaszaresiMu, Xa-
PaKTEepU3YIOUIMMHU BHIPAKEHHOCTh YHIIOTEHHON WHTOKCHKALUH,
CUHTAKOTCA HCﬁKOuHTaprIC HUHIACKCHI: HHICKC COOTHOILLICHUS JIeH-
xouutoB U COD, nnnexc Kpebdca, saepHblii HHIEKC 9HIO0TOKCHKO-
3a. Pacu€r uHTErpanbHBIX HHAEKCOB 3HAOT€HHON NHTOKCHKALIUI
Yy HOBOPOXIEHHBIX 1-H TPYIITBI MO3BOJHI BBISIBUTH 3HAYUMOCTD
MHQPEKIMOHHON WHTOKCHKAIMK. Y 3THX OOJNbHBIX MH(OpMATHB-
HBIMH OBUIH CIIEAYIOLIHE MTOKa3aTeNN: MOAU(GHUIUPOBAHHBIHN Jei-
KOI[UTAPHBII UHAEKC MHTOKCUKAIINHU, PEAKTUBHBIA OTBET HEM-
TPO(QUIIOB, UHAEKC C/BUTA JICMKOLIMTOB KPOBH, SIIEPHBIA UHJIEKC
SHJIOTOKCHKO3a. Y HOBOPOXAEHHBIX JeTell ¢ HeMH(EKIHMOHHON
[IaTONOTHEH 3HAYMMBIMH OBUIN TaKUe TI0Ka3aTelH, KaK Harpy304-
HBIH DPUTPOLUTAPHBIA KOAIPPHUIIMEHT, JTCHKOIUTAPHBIA HH/EKC
MHTOKCHUKAIMH, TUM(QOIUTAPHO-TPAHYTOUUTAPHBIH HHIEKC, NH-
nexc IapkaBu u nanexc Kpebcea.

3akarouenue. TlonyueHHbIE JaHHBIE MOTYT OBITh UCIIONIB30Ba-
HBI B KQU€CTBE JIOMOJIHUTENIFHBIX KPUTEPUEB OIPE/IEIeHHS HHTOK-
CHKAIIM¥ B 3aBUCUMOCTH OT ITHOJIOTHH 3200JI€BaHUs, a TAKKe T0-
3BOJIAIT OLICHUTH S3PPEKTUBHOCTD MPOBOIUMON TEPAITHH.
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FMrAHTCKAA HE3PEINAA TEPATOMA Il TUMNA
Y HOBOPOXOEHHOIO PEBEHKA

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

HayuHbi pykoBoauTenb: goueHT E.A. CapkucsH

OrAQY BO «Poccuinckuin HaumoHanbHbI
uccnenoBaTernbCKUi MeaULMHCKUIN YHUBEPCUTET NMEHMN
H.W. Muporosa» Munagpasa Poccun, Mockea, Poccus

Knrouesnie criosa: knuHu4eckuli criydal; HO80POXOEHHbIe
demu; Kpecmuy080-Kon4ukosasl mepamoma, HedepxxaHue
Moyu

Axmyanvnocmo. KpectroBo-komuamkoBast Teparoma (KKT)
— penkas popma SMOPHOHAIBHON OIYyXOJIM, BCTpEUYAIOLIAsCs
IPEUMYILIECTBEHHO Y AeBoueK. OCHOBHBIM METOIOM ITHArHOCTH-
ku KKT siBnsercs nmpeHaranbHOE yIBTPa3BYKOBOE UCCIIEIOBAaHNE
(Y31). Anst Bu3yanu3anuu o0pa3oBaHus B IOCTHATAILHOM HIEpH-
Oie IPOBOJIUTCSI MArHUTHO-pe30HaHCcHas Tomorpadus (MPT), mo
JaHHBIM KOTOPOW, B 3aBUCUMOCTH OT IPeoOIaiaHusl Hapy>KHOTO
WU BHyTpeHHero KoMmoHeHTa, BeiaessiioT 4 tuma KKT. Tocne
yaanenuss KKT HeoO0x0oauMo €€ rICTONorn4eckoe HCClIe0BaHue,
OIpEIENAIONIee CTENEHb 3PENOCTH KIETOK, 00pa3yIouX OMyX0lb.

Onucanue knunuyeckozo cayuas. Jlesouka L. or 1-i Gepe-
MEHHOCTH, 1-X ponoB Ha 29-I1 Hezene MyTeM SKCTPEHHOIO Ke-
capeBa cedeHUs. AHTeHaTanbHO npu Y3U OBUIO IHarHOCTUPO-
BaHO 00bEeMHOE 00pa30BaHUE KPECTIIOBO-KOMMYMKOBOM 00JIacTH.
Macca Tena npu poxaenuu 1190 r, nunaa Tena 35 cM, oneHka
no mkane Anrap 6/7 6amnoB. CoctosHue pedéHka Tsxénoe, 00-
YCIIOBJICHO KapAUOpECHUPaTOpHBIMU paccTpoiicTBamu. IIpu oc-
MOTpE B KPECTIOBO-KOITYMKOBOW U MPABOW ATOANYHON 00IACTSIX
orpeaesuIoch oopazoBanne pazmepamu 10 x 4 cMm, mpu majbna-
LIUH TUIOTHOJIACTHYECKOM KOHCUCTEHIHH, Oe300ne3HenHoe. [Ipu
OMOXUMHYECKOM HCCIIEIOBAaHUU: YPOBEHb alib(a-heronporenHa
(A®II) 166 000 ur/mr, XoproHn4eckoro ronagorpornuHa (XI')
3,5 MEJl/mi. IIpu MPT BeisiBnena KKT III tumna.

Ha 3 cyTku H3HU MPOBEJCHO ONEPaTUBHOE JiedeHUE OOJb-
HOH. [TepBbIM 3TaroM BBINOIHEHA JAAPOTOMHUS: BU3YaJIM3UPOBa-
Ha OIyX0JIb, 3aHUMAIOLIAsl BCIO OPIOIIHYO 1onocTh. [IpousseneHo
e€ BBIJETICHUE U3 OKPY’KAIOLINX TKaHEH, o0Iye pa3mMephl cocTa-
BuiM 110 10 % § cm. [lasiee BBINONHEHO yaleHne IpecaKkpaIbHO-
IO KOMIIOHEHTa, OOHapyXeHO, YTO TepaToMa, Cy»KasCh, yXOIUT B
MaJIBId Ta3, TO €CTh UMEET BUJI «IIECOYHBIX YacOBY. YIaJCHHBIH
MarepHajl HalpaBJieH Ha TUCTOJIOTUIECKOE UCCIIeIOBaHHE — JTU-
arnoctupoBana Hespenas KKT, grade 3. PeOéHok KOHCYIBTHPO-
BaH oHKoJsloroM. [Ipu moBTopHOM 00CIIeI0OBaHNHU B Bo3pacTe 4 Mec
NPU3HAKOB PELUMBA OITyXoiH 1o AaHHeIM MPT He BbIsiBIIEHO, Ha-
6monanocs cHmkeHue ypoBHs ADII u 6eta-XUI. B teuenue no-
creyronux 3 jget peOEHOK HEOAHOKPATHO oOpalialics ¢ xanoba-
MU Ha HeJlep)KaHHe MO4YH. B Bo3pacte 4 JieT ¢ Hesiblo MOIeIHpo-
BaHMs YTPAYEeHHOTO MEXaHU3Ma MOUEHCITYCKaHHs JeBOYKE Obla
BBIIIOJTHEHA UMITIAHTALUS BPEMEHHBIX 3E€KTPOAOB Ul HEHpo-
CTUMYJIALHUUA CIIMHHOI'O MO3ra, 4TO IMMO3BOJIMJIO YIYy4YlIIUTh q)yHK-
LUI0 JeTpy30pa (Ha (oHe NepHOoUeCcKOl KaTeTepu3allul Moye-
BOTO ITy3bIpsl THEBHOE HEyIep)KaHHe MOYH UMITEPaTUBHO | pa3 B
HEJeIo, HOUHOe — 10 3 pa3 3a HOUb €XKEIHEBHO).

B Hacrosuii MOMEHT peOEHOK HaOIF0IaeTCsl aMOyIaTOpHO,
HPOXOIUT BeCh KOMILIEKC 00CIeIOBaHN B AEKPETUPOBAHHBIE CPO-
KU, IPU3HAKOB pelUANBA 00pa30BaHUS HET.

3axniouenue. Ynanenue KKT HeoOX0AUMO BBIIOJIHATH B paH-
HUE CPOKU Iocie poxaeHus pedbénka. [Ipu rucronorudyeckoil Be-
pudUKaIIH HE3PEIOH OITyX0IH HEOOX0ANMO ANHAMUYECKOE Ha-
OJrofieHNe y OHKOJIOTA, BBINOJHEHHE KOMILIEKca J1ab0paTOpHBIX

M MHCTPYMEHTAJBHBIX 00CIEI0OBAHUI C IENBI0 JUATHOCTHKH pe-
[MIMBa 3a001€BaHus.

OCOBEHHOCTU TEYEHUA BOCNATNUTENbHbIX
3ABOJNIEBAHUA KULLEYHUKA HA ®OHE PA3HbIX
MPOTOKOJOB JNNIEMEHUA

Pumckas A.M., flonokoBa E.A., Bopucosa E.B.

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

OIrAOY BO «[epBbit MockoBckuii rocyaapCTBEHHbIN
MeauLMHCKUA yHuBepcuteT nmeHn .M. CeueHoBa»
MwuH3gpasa Poccum (CeuveHoBckuii yHuBepeuTeT), Mockaa,
Poccus

Kniroyesbie crioea: 0emu; eocriariumeribHble 3aboresaHusi
KuweyHuka; 6one3Hb KpoHa; s1386eHHbIl KONum; 2eHHO-
UHXeHepHasi buosioeuyeckas meparusi

Axmyanvrocms. SI13BeHHbId Konut (SK) u 60ne3ns Kpona
(BK) — campie rposubie hopmbl naronorun JKKT, BeIpakeHHO
CHIDKAIOIINE Ka9eCTBO KU3HU OONBHBIX. [losiBneHne Onomormye-
ckoit repanuu ([BT), obnanaroeii TapreTHBIM BO3IEHCTBUEM,
M3MEHMJIIO TaToMOP(]o3 3THX OoJsIe3HEH.

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

Mamepuanvl u memoowi. IIpoBeEH pETPOCTICKTUBHBII aHa-
nmu3 163 ucropuit 6one3nu noapoctkoB ¢ B3K, HabmonaBmmxcs
B niepuof ¢ 2018 no 2023 . [TanuenTs! ObUIH pacripeieNieHbl Ha
4 rpynmnsl, B 3aBUCUMOCTH 0T (¢opmbl narostorun — K umu BK
u noiryuenusa KT uwimu TUBT.

Pesynomamer. Y13 71 nauuenra ¢ K 50 (70,42%) nonyyanu
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 K (4%) u SIK + TUBII (9,52%),
5 — g BK (11,9%) u BK + TUBT (10%). Jedunur Beca > —1
SDS 6b11 BeisiBieH y 5 (10%) ¢ AK u 4 (19,05%) ¢ K + TUBT,
12 (28,57%) ¢ BK u 17 (34%) ¢ BK + TUBT. 136bITOK Macchl Tema
>2 SDS ormeuen npu K — 2 (4%) u AK + TUBT — 1(4,76%),
npu BK — 3 (7,14%) u BK + TUBT — 1 (2%). Bce namuenTs! ¢
SK nonyuarot 6a3MCHYO TEpaNHIo MpenapaTaMmu S-aleTUIICan-
uuioBoit kuciotsl (5-ACK), cpennsis no3uposka 50,04 u 53,49 mr/
kr npu K u SK + T'UBT coorBercrBenHo. 21 (42%) yenosek ¢
SK nomyuyaer umMmmyHocynpeccopbl, 19 — azaruonpus (Aza), 2 —
metorpekcar (Met). B rpynne SIK + I'MBT 13 (61,9%) nauuen-
TOB npuHUMaroT A3a — 12, 1 — Mer. 20 nony4aror aganumymad
(Ana), 1 marment — Beponusymab. s 2 (9,52%) 31o 2-s1 nuHus
I'MBT. B rpynne BK 25 (59,52%) nauuentoB nony4aroT Asza, B
rpynne bK + 'MBT nmmyHOoCynpeccrBHas Tepanusi Ha3HaueHa
32(64%) nanuentam, u3 HUX 20 nomyyaror Azau 12 — Mer. [lo 1
MAIMEHTY MOTYyYaloT HHPIUKCUMAO U yCTeKUHYMa0, 2 BEIOIH3Y-
Mab, 46 Ana. s 6 (12%) sTo 2 nuHwMs.

3axnrouenue. Iarments ¢ BK nomywaror ['MIBT B 2 pasa ya-
me, yeM npu SK. 3anepxka GU3nIecKoro pa3BUTUS OTMeUaIach
npu BK, uTo cooTBeTcTBYET MHpOBBIM AaHHBIM. [lanuenTst ¢ K
npuauMaioT 5-ACK Ha ¢one I'MBT B 1ensx kKaHIepONpPEeBEHIINH.
Mer nony4anu mpu Ae0rTe 3a001eBaHus ¢ CYCTaBHOTO CHHIIPO-
Ma, U3Ha4yaJIbHO I10 MIOBOAY IOBEHUJIBHOTO MMONATHYECKOTOo ap-
TpuTa. Ala — caMblii HCTIONB3YEeMBIi penapar pakropa HeKpo3a
onyxonu-o. Heckonbko vame nepexmodenus I UBT mpoucxonsat
npu BK. Brenpenue I'MBT usmenuno crpareruto Jedenus B3K
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Y BHECJIO BKJIAJ B YIy4IIeHHE JOITOCPOYHOTO mporHosa. Ho mo-
SIBJITIOTCS HOBBIE BOIPOCHI O MEPCOHATN3UPOBAHHBIX CTPATETHAX
neuenusi, norepu orseta Ha [UBT u orpannyennoe uncno mpe-
[aparoB y AeTei, uTo TpebyeT JaabHEHIIero aHaiu3a TeUeHus 1
neuyenus B3K B apy I'MIBT.

KINMUHUYECKWUN CNYYAN OEBIOTA BONE3HU
KPOHA Nnofa «MACKOW» KOHOLLECKOIO APTPUTA

PymsaHues M.A.', Yynkosa E.O.!, Kpuynuna T.F0.'?

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

'®rAOY BO «[epBbii MockoBCkuiA rocyAapCTBEHHbIN
mMeanunHckun yHnsepcutet nmenn .M. CeveHoBa»
Mun3agpasa Poccum (CedeHoBckuin yHuBepcuteT), Mockea,
Poccus;

20MAY «HauunoHanbHbI MegULMHCKUIA nccnenoBaTenbCKUi
LeHTp 3gopoBbsa geten» MuHagpasa Poccun, Mockea,
Poccus

Knouesnbie criosa: knuHu4eckul cryyval; demu; 6051e3Hb
KpoHa; roHoweckuli apmpum; cycmagHoU CUHOpOM;
KUWEYHbIL CUHOPOM

Axmyanvrocmo. KnuHuueckast KapTHHa IOHOILIECKOTO apTpUTa
6€3 CHCTEMHBIX IIPOSBICHUN BKIIIOYAET B ce0sl HaIUUMe aKTUBHOTO
cycraBHoro cuaapoma (CC) u u3MeHeHuH 1o JaHHBIM J1abopaTop-
HBIX ¥ MHCTPYMEHTAIIBHBIX HccienoBanuil. Teuenue 6onesnun Kpo-
Ha (BK) MOxeT conpoBOXIaThCsl BHEKUILICYHBIMH ITPOSIBIICHUSIMH,
B ToM uncie HannuueMm CC. BK Hepenko pacuieHuBaroTcs Kak ca-
MOCTOSITeNIbHOE 3a00/1€BaHue, YTO IPUBOJUT K THIIOINATHOCTHKE
BK 1 Ha3HaueHUIO Hea/leKBaTHOIO MaTOTEHETUYECKOTrO JICUEHUSL.

Onucanue kaunuueckozo cayuas. Mansauk, 17 net. Hacnen-
CTBEHHBII aHAMHe3 He OTATOmEH. [le6roT 3a001eBanus B HOsIOpe
2016 r., Koraa BIepBbIe MOSBUINCH OTEK U OOJIb B JICBOM ToJie-
HOCTOITHOM CyCTaBe. B manbHeiineM — MmoBTOPHBIE SIHU30bI 000-
crpenust CC B ¢eBpae, anperne u Mae 2017 . B Tepanuu — HecTe-
pouHble NpoTuBoBOCHaIuTeNbHbIe Npenaparsl (HIIBC) ¢ addexk-
toM. Jletom 2017 r. — oGoctpenne CC, pa3BuTHE NOJIUAPTPHUTA,
(beOpuIbHO TUXOpaIKu, MATBIKMK He X0, B Tepanuun HIIBC ¢
pa3BUTHEM KHILIEYHOTO KpoBoTeueHus. I1o 1aHHBIM KOJIOHOCKO-
MMM — 3PO3UBHBIN KONUT. JlaboparopHo — ypoBeHb C-peakTuB-
Horo 6enka (CPB) noseiien 1o 4 HopM. B Tepanuu — cynbda-
canaszuH (CC3), kpoBeocTaHABIMBAIOIIUE Ipenaparsl ¢ b dex-
toM. CC3 oTrmeHEH camocTosTenbHO B (eBpaie 2018 . B suBape
2019 r. — yxyaueHue coctosiHus, nporpeccuposanue CC, pe6é-
HOK TOCTIMTAIU3UPOBaH B cTanoHap. IIpu noctymieHun — cum-
METPUYHBIA apTPUT C MOPAKEHUEM TOJIEHOCTOIHBIX, KOJCHHBIX,
Ta300€APEHHBIX CyCTaBOB, MAJIBYUK HE CTOMT, HE XOJUT, XKaJIOObI
Ha 0O B KHUBOTE, JIeueHUe He nonydaeT. IIpu obcnenoBanuy —
aHemust, moseimieHre yposHs CPB no 29 mr/xn, yckopenne COD
110 46 MM/4, pexabHbIH KaabpOTeKTHH — 466 MKI/T. T1o pe3yib-
TaTaM KOJIOHOCKOIIMHM ycTaHOBIEeH quarto3 bK. YaureiBas aktus-
Hocth CC, Teuenne BK, Manpunky MHUIIMApPOBaHA TEpaIus agaliu-
mymabom. Ha ¢one nedenus kynuposan CC, HOpMaJIU30BaIUCh
J1a00paTopHbIe I0KA3aTeNId aKTUBHOCTU O0JI€3HH, IIPU KOHTPOJIb-
HOU KOJIOHOCKOITUHM — COXpaHeHHe NPU3HAKOB akTuBHOCTH BK, B
CBSI3M C YEM B Teparnuio JoOaBiieH Mecana3ud. Ha ¢one dero mo-
CTHTHYTA U COXpaHIETCS peMHCcCHs 3a001eBaHusl.

3axmouenue. Tlpu 00CcIeOBaHUY MTAIMEHTA C TOAO3PEHUEM
Ha IOHOLIECKUI apTpUT NPU HAJMYUH OTATOILEHHOTO CEMENHOTO

aHaMHe3a M0 BOCMAIUTENILHBIM 3a00eBaHusAMHU kuiieuHnka (B3K)
W/WH xanod Ha 0OJIH B KUBOTE W/UITU HAPYILICHHE CTYJa, BBICO-
KOH JTabOpaTOpHOI aKTUBHOCTH, SIBHO HE CBSI3aHHOM C KIIMHHYE-
CKUMH TIPOSIBIICHUSIMH apTPUTA, IPOTOKOJ 00CIIEIOBAHHUS IOJDKCH
BKJIIOYaTh MCCIIe0BaHu i HckitoueHus Tedyenns: B3K. Borsis-
nenne B3K B xone o6cienoBanus BauseT Ha BEIOOP TAKTUKY Jie-
YEeHUsI U BEICHHS TTallEeHTa.

OCOBEHHOCTU TEMEHUA CUHOPOMA
rONnbAEHXAPA

CaBateeBa O.U., BacunbesB U.C.

Hayu4HbI# pykoBoguUTEnb:
KaHA. mea. Hayk E.A. CapkucsH

OrAQY BO «Poccumnckuin HaumoHanbHbIN
uccnenoBaTenbCkuii MEAULMHCKUIA YHUBEPCUTET UMEHN
H.N. Muporoea» MuHsgpasa Poccun, Mocksa, Poccusi

Kntouesnie criosa: demu; cuHOpom [onbO0eHxapa;
OKY/J10-aypuUKyno-eepmebparbHbili criekmp

Axmyanvrocms. OKyno-aypHuKyllo-BepTeOpaiabHas TUCIIa-
3us (curapom [onbaenxapa, OAV) — peakoe BpoxxaEHHOE 3200-
JIeBaHHE, Pa3BUTHE KOTOPOTO CBA3aHO C MATOJIOTHEH IPOU3BOJHBIX
1-2 xabepubix nyr. Yacrora cunapoma Bapeupyer ot 1 : 3500 1o
1 : 5600 >xuBOPOXKIECHUM, Uale y AeTel My>KCKOro mona. Xapak-
TEPHBIMH TPOSIBJICHHUSMH SIBJISIOTCS TOPOKH Pa3BUTHS YIHBIX pa-
KOBUH, YEIIFOCTHBIX CTPYKTYp. Hapsiny ¢ onrcaHHBIME TOPOKAMH
HaOMIONAIOTCS TOPAKEHUS U TIOPOKHM PA3BUTHUS JPYTHUX OPraHOB
U CHCTEM, UTO 3aTPYIHAET JUAarHOCTHKY.

L]ens: onpenenuTs BIUSHUS NEPUHATATIBHBIX (HaKTOPOB PHU-
cka Ha pazButie OAV U KIMHUYECKUX MPOSBICHUI JaHHOH na-
TOJIOTHH.

Mamepuanvt u memoodul. IIpoBenieH peTPOCIIEKTUBHBIA aHa-
mm3 17 marenTtoB ¢ OAV, rocniranm3upoBanHbix B 2017-2023 tr
Cpennsist macca Tena npu poxaenun 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. YV Bcex nereil IpU3HaKU CHHIPOMAJIBHOM I1a-
TOJIOTHH BBISBIUTACH C POXKIIeHUs. JleTH oT MaTepeii ¢ OTAroméH-
HbIM akymepckuM (OAA), runekonoruueckum (OI'A), comaru-
yeckuM aHamHe3oM (OCA). OCA BrisieH y 9 (52,9%) yemnosexk,
OAA — y 10 (58,8%), OTA — y 4 (23,5%), OTATOLIEHHbIH HH-
(dexuponHelii anamae3 —y 5 (29,1%), BcioMorarensHble perpo-
JYKTHBHBIE TEXHOJIOIMU IpuMeHeHsl B 2 (11,7%) caydasx. He-
CMOTpsI Ha YaCTOTy BCTPEYAEMOCTH ONPENeNEHHBIX CUMIITOMOB,
KIIMHUYeCcKas kapTiHa y netei ¢ OAV Obuna pazHoid. OKyJIsipHbIC
aHOMaJIUH BBUIBISUIHCE Y 9 (52,9%) yenoBek, aypuKyIspHbIe —
15 (88,2%), anomanuu auna — 13 (76,4%). Cpenu HOpokoB pas-
BUTHUA I71a3 Yallle BCETO AUArHOCTUPOBAIaCh KOIOOOMA BEKa — B
4 (23,5%) ciyuasx, runoruiazus opoutsl — B 2 (11,7%). Cpenu
TIOPOKOB pa3BUTHsA yxa: Mukporus —y 12 (70,5%) uenosexk, rne-
puaypuKyIsipHBIe MeTKH — Y 7 (41,2%), arenesust CryxoBOro mpo-
xoma —y 6 (35,3%), Tyroyxocts — y 8 (47%), TeMUTHITIOIUIA3HS
mua —y 9 (52,9%), mukpornotus — y 5 (29,4%), paciienuna
HeOa —y 2 (11,8%), BepreOpaibHble IATOJIOIUU B BUJIE MHOXE-
CTBEHHBIX MOJIyN03BOHKOB — 3 (17,6%), BposkIEHHBIE TOPOKU
cepaua —y 7 (41,2%), mouyenonosoii cuctemb — y 2 (11,8%),
3a/IepXKKa TICUXOMOTOPHOTO pa3BuTHst — y 3 (17,6%).

Bv1600b1. OAV yacTo qUarHOCTHPYETCs y IeTel OT Marepeit
c OAA, OI'A, OCA. ®eHoTHIIUECKOE Pa3HOOOpa3ue 3aTpyAHs-
eT panHIo quarHoctuky OAV. BrersiBieHre aHOMaNuii 3pUTesb-
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HOTO, CIIyXOBOT'O aHAJIN3aTOPa, YEIFOCTHO-TTHIIEBOW CUCTEMBI SIB-
JISTFOTCSI OCHOBHBIMU KJIMHUYECKHMU TPOSIBJICHUSMH, HO HE HC-
KJIFOYCHO MOPaKCHUE IPYTUX CTPYKTYp. PaHHSS AMarHOCTHKA U
KOPPEKIHsI TUX (POPM ITaTOJIOTUH ITOMOXKET YIIyUIIUTh Ka4€CTBO
JKM3HH OOJIbHBIX.

®EKATbHbIW KANbNPOTEKTUH B KAYECTBE
NPEAUKTOPA NEP®OPATUBHOIO
HEKPOTU3UPYIOLLEITO SHTEPOKOJIUTA

Y ryB0KO HEAOHOLUEHHbIX
HOBOPOXAEHHBLIX

CaBenbeBa E.1."

HayuHble pykoBoguTenu: KaHa. Me. HaykK
A.A. NénowkuHa', goueHT O.A. Kpor-MeHceH'?

'®OrBY «HaumoHanbHbI MeOULMHCKUIA ccnenoBaTenbCKUi
LEHTp aKyLlepcTBa, IMHEKONOMUN U NEPUHATONOMUN UMEHMN
akagemuka B.W. Kynakosa» MuH3gpasa Poccuun, Mocksa,
Poccus;

20rAOY BO «[epBblii MockoBCKkuiA rocyqapCTBEHHbIN
MeaMLUHCKUA yHuBepcuTeT nmeHn N.M. CeyeHoBa»
MwuH3gpaBa Poccumn (CeveHoBckuii yHuBepeuteT), Mocksa,
Poccusi

Knroyesnie criosa: chekanbHbIl KanbrnpomeKmuH;
HEeOOHOWEHHbIE; HeKpomu3upyrowuli 3Hmepokonum

Axmyanvrocms. Ilepdoparyst KMIEYHNKA IPH HEKPOTU3UPYIO-
1meM sHTepokonute (HOK) y HenoHOIIEHHBIX HOBOPOXKIEHHBIX ac-
COLIMUPYETCs ¢ BBICOKON 4acTOTOH HeOIaronpusTHBIX UCXOAOB.
Iporro3upoBanue THKENOTO TeYeHUs 3a00IeBaHHsl 10 MOMEHTA pe-
TM3aIHH Tepopaniy ABISETCS OJHON M3 IPHOPUTETHBIX 33/1a4.
®dekanbHblil KTbIPOTeKTHH (Cp) SIBISIETCS TOTEHIIMAIBLHBIM Map-
KepOM BOCHAJIEHHs B KUIIEYHHUKE, OHAKO JAHHBIX O €TO MPEAUK-
THUBHOW 3HAYMMOCTH Y HOBOPOXKIEHHBIX KpaliHE MaJlo.

Lens: onpenenuTs NPOrHOCTUYECKYIO 3HAUUMOCTb U3Me-
HeHuil ypoBHe# Cp npu nepdoparuBaomM HOK y HemoHOIIEH-
HBIX JETEH.

Mamepuanvt u Memoosi. IIpocIeKTHBHOE KOTOPTHOE HCCIIe-
JOBaHME, BKJIIOYaBIIee HEIOHOIECHHBIX JeTel IeCTallMOHHOTO
Bo3pacta < 33 Hen w/unau Maccoit Tesa < 1500 I, HOCTynuBIIUX
B 1-if yac »xu3nu B OPUTH, B nepuox 01.09.2021-01.12.2023.
Kputepun HCKIIOUSHHS: MHOXKECTBEHHBIC TIOPOKH PA3BUTHUS H
XpOMOCOMHBIe aHoMasiu. OTOop OnoMarepuana st uccieoBa-
Hus ypoBHs Cp ocyIiecTBisjics Ha 3-1 U 7-¢ CyTKH ku3Hu (NS-
Prime «Alfresa» — HUMMyHOKOIOpUTMETpUUECKUi MeTon). Bee
HaLUEeHTH! HAOMIONAJIUCh A0 BBINUCKU U3 CTAllMOHApa, HOoCIe ye-
ro ObUIM paclpesieleHbl Ha Ipynnsl: 1-1 — manuents ¢ HOK,
2-s1 — nauuenTsl 0e3 HOK (Ha ocHOBaHMU MOIH(MUIIMPOBAHHOM
mikassl Bell). CpaBauBanuck abcomoTHbie 3HaueHus Cp U ero Ju-
HaMHKH (Pa3HOCTh MEX/1y BETMYMHAMH BTOPOi U MEPBOi TPOObI
(ACp). ITpoenén ROC-ananu3 ans onpeieneHus: IpOrHOCTHYE-
ckoit 3Haunmoctu Cp.

Pezynomamer. Peanuzanust HOK npousonia y 11 (14,6%) u3
75 nereit: HOK lla — n = 6, IIb — n = 2, IIIb (nepdoparms) —
n = 3. 3HaUNMBIX Pa3IUINi B yPOBHAX aOCOMOTHBIX 3HaYeHnit Cp
Ha 3-1 ¥ 7-¢ CyTKH )u3HU Mexny 1-ii (n = 11) u 2-it (n = 64) rpyn-
IaMu He 00Hapy>KeHO, OJJHAKO Y HOBOPOXKAEHHBIX C pealn3ali-
eit HOK 3nauenue ACp ObUIO MOTOXKUTETBHBIM, a Y OOJIbIINHCTBA
nereit 6e3 HOK — orpunarensusivM: ACp Me =363 mr/r, Q1-Q3
88442 vs Me = —171 mr/t, Q1-Q3 (—445)—(-49,5) (p = 0,026).
ROC-ananu3 nmokasan BEICOKYIO TIPOTHOCTHYECKYIO 3HAYMMOCTD

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

VYuutsiBas orpannueHus ananuzaropa (mpu Cp > 70 000 mr/r
pe3yNbTaT TeCTa — KaueCTBEHHBIH «UpEe3MEPHO BBICOKOE 3HAYe-
HUE»), IPOBEeNEH aHAIN3 AUArHOCTHYECKOH 3HaunMocTu ACp ¢
y4€TOM BceX HOMUHAIBbHBIX pesynbraroB: Se — 100%, Sp —
81,4%, TouHocTh — 82,2%.

3axarouenue. ViccnenoBanue quHaMuky ypoBHS Cp MOXeT
paccMaTpHuBaThCs KaK MEPCIeKTUBHBIN HEMHBA3UBHBII METOJ Ipe-
Jquknuy nepdoparusaoro HOK. OxpnokparHoe nzmepenue Cp B
paHHEM HEOHATaJIbHOM IEpUO/Ie B Halllel paboTe NpeAUKTUBHOMN
3HAYHMOCTH HE UMEJIO.

®AKTOPbI PUCKA U PA3BUTUE 3ATAXKHOMN
M'MNEPBUNUPYBUHEMUU HOBOPOXAEHHBIX

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

OIrbOY BO «TtoMeHCKU rocyaapCTBEHHbIA MEOULMHCKIN
yHuBepcuteT» MuHsgpasa Poccun, TiomeHb, Poccus

Knrouesble cnosa: HeoHamaribHas eunepbunupybuHemus;
OOHOLWEHHbIE HOBOPOXOEHHbIE, aHaMHE3 Mamepu;
nabopamopHbie 0aHHbIe

Axmyanvrocmy. OTHON U3 aKTyaJbHBIX TPOOIEM MaTOJIOTHH
Neproia HOBOPOXKACHHOCTH SIBJISIETCSl HEOHATa bHAs TUIIEPOMITH-
pyOuHemus. B mepuone paHHel HEOHATANbHOM alalTalluy JKell-
Tyxa BbIABIIIeTCS y 60—-80% HOHOLIEHHBIX AETEH.

Lens: onpenenuTh GPakTOpPbl pUCKA U OCOOCHHOCTH TEUECHUS
3aTSHKHOU TUIEPOMINPYOHHEMHUN Y HOBOPOXKIEHHBIX.

Mamepuanvt u memoOsi. IIpoBenéH peTpOCIEKTHBHBIN aHa-
13 255 uctopuit pa3BUTHS HOBOPOXKIAEHHBIX C CHHAPOMOM TaTo-
JIOTHYECKOI THHepOMINpyOnHEMHUH, HaXOIUBIIMXCSL HA CTAaLlHO-
HAapHOM JieueHUU. Boiaenena rpynna aereit ¢ nuarsosom P59.8
(n =86, 26,6%).

Pezynomamut. JJaHHYIO TPYIITy TPEICTABISIOT JOHOIICHHBIE
HoBOpoXxn€HHBIe — 100% (n = 86). [Ipeobnamanu mgeTH, pox-
NEHHBIE OT MEPBOOEPEMEHHBIX MEPBOPOISLINX KEHIIUH — 46%
(n=42). Cpennss oneHka 1o mkajie Anrap 7/8 6amnos. Cpok re-
crauuu B rpymme coctasui 39,15 + 3,04 [37; 41,4] ven. [Ipu po-
JKJIIEHUH TT0Ka3aTelId MacChl M JUIMHBI TeJla cocTaBwin 2778,5 +
249,6 [2370; 49901 r u 49,5 + 3,52 [47; 60] cm. B anamuese y 60%
(n=51) marepeii ormeuanacs anemus, y 13% (n=11) — yrposa
BBIKAABIIA, ¥ 9,4% (n = 8) — recTallMOHHBIN caxapHbIH auader
(I'CH). Octpsie pecniupatopHbie 3adoneBanus (OP3) nepeneciu
11,7% (n = 10) marepeil. Hu y onHOl n3 Matepeil B aHaMHe3€ He
oTMeuasics xonecras, cuHapom JKunboepa, renarut. [leOroT xen-
TYIIHOTO CHH/IPOMa OTMevaJics Ha 4-e CyTKH, IoKa3arenb o01e-
ro OMIMpYyOMHA OCTUrall CBOMX MaKCUMAJIbHBIX 3HAYEHHH H CO-
craBisut 286 + 37,8 mxmonb/n [53,5; 463,6], Henpsimast ppaxiius
ounmupyouna — 286 + 37,8 mxmons/n [173,5; 329,7], npsamas —
286 = 37,8 mxmonw/n [3,5; 21,3]. B nepuoa yracaHus KiInHHYeE-
CKHUX IPU3HAKOB JKENTYXU MEAUaHa o0Lero OuImpyouHa cocra-
Buia 174,9 + 35,5 mxmons/n [42,8; 206,5], Ha doHe doToTepa-
UM, HeNpsIMOl Ounupyoun — 168,7 mxmons/n [27,6; 178,4],
npsmoit — 3,1 Mxmonb/i [4,6; 34,8].doToTepanus npoBogHIach
y 34% mereit (n = 30), cpenuss e€ MpogOKUTEIBHOCTh COCTa-
Buia 4 + 2 gHs.

3axntouenue. Tlaronornyeckas runepOmIMpyOuHeMus varie
PETHCTPUPOBANIACh Y HOBOPOXKAEHHBIX OT MaTepell ¢ aHeMUYHBIM
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curapomom, I'CJ], OP3, OAA. JleTsiM ¢ BBICOKUM YPOBHEM OWITH-
pyOHHa He00X0IUMa KOHCYJIbTAIMS Y3KHX CIICI[HATICTOB, 005132~
TeJIPHOE PACIIMPEeHHOe 00CIeI0BaHue Ul UCKIIOUeHUS HHDEK-
LIMOHHON IPUPOJIBI TUNEPOUINPYOHHEMHUN.

k sk ok

BPEMA NOCTAHOBKU ANATHO3A
N OCOBEHHOCTU AEBIOTA BOJIE3HMN KPOHA
W A3BEHHOIO KONUTA Y OETEU

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

HayuyHbi pykoBoaguTens: npodeccop A.C. MNoranos'?

'®IAOY BO «[NepBbit MoCKOBCKUIA roCyAapCTBEHHbIN
MeaMunHCKnA yHusepcuteT nmenn N.M. CeveHoBa»
MwuH3gpasa Poccum (CeueHoBckuii yHuBepcuteT), Mockea,
Poccus;

20lrAY «HauunoHanbHbI MeaULMHCKUI nccrieaoBaTerbCKUM
LeHTp 3gopoBbs geten» MuHagpasa Poccun, Mocksa,
Poccus

Knouesnie criosa: demu; socriariumeribHbie 3abonesaHusi
KUuWeYHuUKa; OuazHocmu4veckasi 3a0epxka; 8pemsi
QuasHoCMUuKU

Axmyansrocms. ExeroqHo pactér 3a00ieBaeMOCTh BOCIA-
JIUTENLHBIMU 3a0osieBanusME kumeuHnuka (B3K), mpu atom Ha
GonBHBIX B Bo3pacTte A0 20 set npuxonurcs 25% ciay4aes ux Jie-
Grora. Iyl COBEPLICHCTBOBAHUS TMArHOCTUUECKOTO TIOMCKA MPH
6one3nu Kpona (BK) u s3sennom konute (1K) y nereit Heo6xo-
JiMa pa3paboTKa U BHEIPEHHE B KIIMHUUECKYIO MPAKTHKY MOJIe-
JIM YCKOPEHHMS TUarHOCTUKH.

Llenv: onpenenuTs BpeMs AMArHOCTUKH U 0COOEHHOCTH /1e0r0-
ta SIK u BK 111 paspaboTku Moaenu yckopeHus auarHoctuku bK.

Mamepuanst u memoowt. O6cnenoBaHo 259 GONBHBIX C OIpe-
JIeNIeHueM Bo3pacTa J1e0l0Ta U CHMITOMOB Ha JTare AUarHoCTHU-
94ecKOoro noucka. PaccanTano BpeMs TUarHOCTHKH U THAarHOCTH-
yeckas 3anepkka y 6onbHbiX ¢ K u BK. [IpoBenena crarucruue-
ckast 00paboTKa JaHHBIX ¢ MOMOIIBIO iporpamM «Microsoft Excel
2019» u «IBM SPSS Statistics 26.0.0.0». C ucnonszoBanuem 0u-
HApHOM JIOTHCTHYECKOI PerpeccHu MoCTpOeHa MPOrHOCTHYECKAs
Mozenb. OneHka TOYHOCTH MOJENH U MOUCK ITOPOTOBOTrO 3Haue-
HYSI IPOBOIIIIKCH ¢ moMomibio ROC-ananu3a.

Pesyrvmamur. Menuana BpeMeHu auarHocTuku npu bK
coctaBuia 7 mec [IQR 3,0-15,5], npu AK — 4 mec [IQR
1-7]. Auarnoctuyeckas 3aaepxka npu bK cocraBuna Gonee
15,5 mec, npu SJIK — 6onee 7 mec. B ne6rore BK y nereii no
cpaBHeHuto ¢ K yame nHabmoganuch 6016 B xuBoTe (42,4 1
25,5%; p = 0,005), nepunanansubie u3menenus (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), BHekueunslie npossiaeHus (10,2
u 5%; p = 0,025). JIns nebrora K y nereii xapakTepHO HalH-
yue nuapeu (51,8 u 24,6%; p < 0,001) u xkpoBu B cryze (61,7
u 22%; p <0,001). dns yckopenus auarsoctuxu BK Oblia mo-
CTpOeHa OWHapHas JOTUCTHYECKAs PETPecCHsl, BKITIOYAIOIIas
KIMHUYECKHUe MPOsBICHUS M JaHHbIE aHaMHe3a Ha dTare IH-
argHocTuyueckoro nouvcka. I[lomydyennsie k03¢ GUINEHTH Jer-
JI1 B OCHOBY pa3paboTKu HHIAEKca KpacHbIX ¢uaroB BK y ne-
Tel. J{s onpenenenns NnoporoBoro 3Ha4eHusl, 4yBCTBUTEIbHO-
¢ty 1 crienuduaHocTr npoBeaéH ROC-ananus. [Tnomans mox
ROC-kpuBoii cocrasuna 0,839 (95% AN 0,79-0,89). 3naueHus
Ooxee 5 6ayI0B co ciennPUIHOCTHIO 76% W TyBCTBUTEIBHO-
cTbi0 73% yka3piBatoT Ha TeueHue bK.

3axniouenue. Jlnarnoctudeckas 3aaepxkka npu bK y mereit
3HaUUTEIBHO Oobiie, yeM rpu SIK. B ne6tore BK no cpaBaenuo
¢ SIK y nmereii yaie oTMe4aanch OOJb B )KHBOTE, IEpHAHAIIBHBIC
W3MEHEHHS M BHEKHIIICYHbIE CUMIITOMBL. Pa3paboTka HHCTpyMeH-
Ta 14 yckopenus auarsoctuxu B3K y nereii nonesHa yist cokpa-
LIEHHs] BPEMEHU [IOCTAHOBKY JJMarHO3a U YMEHBILEHUS PUCKA OC-
JIO)KHEHUH U3-3a JUArHOCTHYECKOM 3a1ePKKH.

& ok ok

TPAHC®OPMALIUA CUCTEMHOIO
IOBEHUITbHOIO MOAUOMATUYECKOIO APTPUTA
B MCOPUATUYECKWUA APTPUT

CaxwH C.C.", KpuynuHa T.10.2

HayuHble pykoBoauTenu: uneH-kopp. PAH,
npodpeccop E.U. AnekceeBa'?, LOKTOpP MefA. HaykK
T.M. OBopsikoBckana’?, goueHT E.I Yncrakosa'?

'®rAQY BO «[lepBbii MockoBCkuiA rocyAapCTBEHHBbIN
MeauLUHCKUA yHuBepcuteT nmenn .M. CeveHoBa»
MwuHsgpaBa Poccun (CeveHoBckuii yHuBepeuteT), Mocksa,
Poccus;

20MAY «HaunoHanbHbI MeaULUHCKUA UccreaoBaTerbCKui
LeHTp 3a0poBba aeten» Munagpasa Poccun, Mocksa,
Poccus

Knrouesnie criosa: knuHu4eckull criy4al; cucmeMHbIU
H08eHUMbHbIU uduonamu4yeckul apmpum; ncopuamu4veckuli
apmpum; 8mopuYHbIll 2emMoghazouumapHbIl CUHOPOM

Axmyanvnocms. FOBEHUIBHBIH HIMONATUYECKUI apTpUT
(FOMA) — rpymnna KIMHUYECKU FeTepOreHHbIX apTPUTOB, Pa3BU-
BaIOIMXCs Y JeTel B Bo3pacte 10 16 JeT, MpOoIoKUTENbHOCTHIO
He MeHee 6 Hell PU UCKIIIOYEHHH IPYTOi MaTOJIOTHH CyCTaBOB.
CornacHo knaccugukannu ILAR paznuuaror 7 BaprantoB FOUA.
HpaBI/IHbHaﬂ IIOCTAaHOBKA AMAarHo3a BJIUACT Ha BbIGOp TAKTHKH JIC-
YEHUs! U BEACHUS IalLEeHTA.

Onucanue kaunuyeckoz2o cayyas. JleBouka, 6 JeT, Haclea-
CTBEHHOCTH 110 PEBMAaTHYECKUM OOJIE3HSIM OTATOLICHA. Y Ma-
TEpH — PEBMATOMIHBIA apTpuUT. [[e0roT 3a00eBaHus B MapTe
2019 1. mociie OCTPOTO PECHUPATOPHOI BUPYCHON MH(EKIUH.
B nebrote — ¢ebpuibHast TMX0pajika, ChIllb, FeNaToCIIeHOMera-
1M, TOJIMCEPO3UT (TUAPOIEPUKAP, TMAPOTOPAKC), BEICOKAS Jia-
0opaTopHasi aKTUBHOCTb, BTOPUYHBIA reMo(arouuTapHblid CHH-
napoM (BI'®C). Yeranosnen auarHos cuctemHoro FOUA (clOHA),
B['®C. B neueHnn: aHTUMUKPOOHAs Teparus, UMMYHOTJIOOYJINH
yenoBeka HopmanbHbIN (BBUTL'), BHyTpHBEHHBIC U TIEpOpAIbHBIC
nmrokokopTurousl (I'K), cuMmntomaruueckas Tepanusi, METOTpe-
kcar (MTX). Ha ¢one nedenuss — xynuposan B @C, cucrem-
HbI€ TPOSIBIICHUS, HOPMAIU30BAIUCH JIAOOPAaTOPHBIE TOKA3aTEIH.
B 2020-2021 rr. oboctpennit clOMA He ormedanocs. ['K orme-
Henbl B utoHe 2020 1. [Tocie nepenecénnoi nHGEKIMH B JeKadpe
2020 . — obocrpenne clOUA, 1o MecTy KUTEIbCTBA HHUIIUHPO-
BaHa Tepanus Touunzymadom (TOLT), tepanus MTX npogomxe-
Ha. [Ipu noctyruienuu B cranuonap B utone 2021 r. — npusHaku
oboctpenns clOUA, BI'OC. Vuursias HeaddexrusrocTs TOLL,
MTX, I'K, ¢ uensto kynuposanus akruBHoctu cFOUA u nposs-
nennii BI'®C MHUIMHPOBAHBI KAHAKWHYMA0 M IMKIOCTIOPUH A.
Ha ¢one npoBoaumotii repanuu oboctpenne clOUA u BI'OC ky-
nupoBassl. B teuenue 2 et clOMA BHe obocTpeHus.

B mae 2023 r. Ha K0X€ BOJIOCHCTOH 4acTU IONOBBI, TYJIOBHU-
113, HaJl CyCTaBaMH MOSBHIMCH OJISIIIKH SPUTEMATO3HO-CKBAMO3-
HOTO XapakTepa ¢ 00pa3oBaHHEM YellyeK H KPYIMHOIUIaCTHHYATO-
0 menymenus. JlnarHocTupoBaH ByIbrapHbIN Ticopuas. s ky-
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[IUPOBAHUSI KOKHOTO CHHAPOMA, PEAOTBPAIICHHUSI 000CTPEHUS
OCHOBHOT'0 3200JICBaHHSI [IOKA3aHA HHUIMALS TePATHN HHIHOHU-
topoM JAK-knHa3z — todauntruanbom. LIcA ormenén. Ha gone
KOPPEKIUU TEpAIIUU OTMEYCHA ITOJIO)KUTECJIbHAsI ANHAMUKA B BUJIC
KyMUAPOBaHHs KOXKHOTO CHHAPOMA. YUHUTBIBAsI HAJTMYKE B AOI0TE
3a00JIeBaHUsI CUCTEMHBIX MPOsIBICHNH, 3 snu3ona BI' OC, tepars
KaHaKHHYMaOOM MPOIOJDKEHA B IPSKHEM 00bEME.

3axnrouenue. BriHeceHHE OKOHYATEIBHOTO CYXICHHS O [TH-
arHo3e MalyeHTa MOXKET H3MCHUTHCS B ANHAMUKE TEUCHHS 3200-
JICBaHMUs, HCO6XO[[I/IM TIuaTeJ'I])Hbli/’I MOHUTOPUHT COCTOSIHUSA I1a-
LUCHTA JJIsl CBOCBPEMEHHOTO MPUHSITHUS PEIICHHS O CMCHE TaK-
TUKH BEIICHUSL.

OUHAMUKA COOEPXXAHUS CEPOTOHMHA
B KPOBUW OETEW NP CEMEWHON
MMEPXONECTEPUHEMUU

CanaxoBa K.P.

HayuyHble pykoBoguTenu: npoceccop
O.U. CagbikoBa, npodeccop P.P. Hurmatynnuaa

OrbOY BO «KasaHckuii rocyaapCTBEHHbIN MEANLIMHCKAIA
yHuBepcutet» Munsgpasa Poccun, KasaHb, Poccus

Knrouesnie criosa: cemeliHas aunepxonecmepuHemMusi;
cepomoHuH; demu; cepdeyHo-cocyoucmable 3abonesaHusi;
amepockrepos

Axmyanornocms. CepOTOHUH SBIISETCS OJHUM U3 OCHOBHBIX
HelipomenuaropoB. OH OTHOCUTCS K MOHOAMHMHAM, KaK U HOp-
aJipeHanyH, 10GpaMUH 1 TUCTAaMHH. BO3IeHCTBYSl Ha CTEHKH CO-
CYIOB, CEPOTOHUH CIIOCOOCTBYET (hOPMHUPOBAHHUIO aTePOCKIEPO-
TUYECKUX OJISIIEK ¥ YCHIIMBAET TPOMO0OOOpa3oBaHue.

Lens: onpenenuTb U3MEHEHUs KOHLEHTpaluil cepoTOHU-
Ha M €ro MeTadoJIuTa — S5-TUIPOKCHUHHIOIYKCYCHON KHCIIOTHI
(5-TUVYK) B ru1a3me KpoBH U TPOMOOILIUTAX Y J€TEH ¢ CEMEHHOM
runepxonectepunemueii (CI'XC).

Mamepuanetr u memoowvt. O6cnenoano 116 nereii B Bo3pacre
5-17 net. B ocHOBHY!O TpyITy BOLIUIN 58 MAIlMEHTOB C FeHETUYE-
CKH MOATBEPKAEHHOM reTepo3uroTHoii popmoii CI'XC, koTopbie
HE IPUHUMAITY TUTIONHUITHEMIYeCcKUe penaparsl. PedepeHTHy0
TPYHITy COCTaBUIN 58 yCIOBHO 30POBBIX A€TEH, YPOBEHB 00IIe-
'O XOJIECTEpHHA B KPOBH y KOTOPBIX HE MPEBBIIIAT 5,2 MMOJB/JI.

Pezynomamer. YenoBHo 310poBbie ety U O6onbHbIe ¢ CITXC
CYILIECTBEHHO HE Pa3JIMualIuCh [0 BO3PACTY, MOy, BECY H POCTY.
KoHueHTpauuu TUnonpoTeMHOB HU3KOW IMJIOTHOCTH — OJTHOMW M3
¢dopm xonecteprna B KpoBH y aereit ¢ CI' XC — Obutn yBennye-
HBI OoJiee 4yeM B 2 pa3a [0 CPaBHEHHIO C MX YPOBHAMH y JeTel pe-
(depenTHOI Tpynnbl. [IpH 3TOM BBISIBICHO 3HAYMMOE YBEIHICHHIE
YPOBHEH CEPOTOHMHA B IJIa3Me KPOBH U TPOMOOIUTAX, BMECTE C
noBsleHueM konnenTpanuii 5S-I'MYK y nanuentos ¢ CI'XC no
CPaBHEHHMIO C UX 3JOPOBBIMU CBepCTHUKAMU. [Ipu aHanmu3e Obuin
YCTaHOBJICHBI TIOJIOXKUTEIIHHBIE KOPPEIISIIUU MEXKIY YPOBHIMU Ce-
poronuHa, 5- YK 1 0CHOBHBIMU MapKepamMu apTeprUaIbHON pH-
THUIHOCTH COCYIMCTOM CTEHKH: TONIIMHON KOMIUIEKCA MHTUMa—
Menua o0Iel COHHOW apTepUH M CKOPOCTHIO MyJIbCOBOM BOJIHBI,
a TaK)Ke ¢ HEKOTOPBIMU MapaMeTpaMH JUIUAI0TPaMMBI (TIOJI0XKH-
TEJIbHBIE CBSI3U C YPOBHSIMHU OOIIEro X0JIECTEPUHA, JIUIONPOTEH-
HOB HH3KOW TUIOTHOCTHU M OTPHUIIATENIEHBIE — C YPOBHSAMHU JIUIIO-
MIPOTENHOB BBICOKOM IUIOTHOCTH.

3axniouenue. Ceporonun u 5-TYK ydacTyroT B opmu-
POBaHUM CEPAEUHO-COCYAUCTHIX 3a00JIeBaHUN aTepOCKIEPOTH-
YeCKOIo IreHesa yxe B JIETCKOM Bo3pacTe. CEpOTOHMH U €ro Me-

TaOOIUTHI MOTYT HCIIOIB30BATHCS KaK JabopaTopHble MapKEPEI
aTepOCKIEPOTUIECKUX U3MEHEHUI COCYINCTON CTEHKH Y JIETeH ¢
MOMOILBIO Pa3pabOTaHHOTO HAMHU OHJIANH-KaJIbKY/IATOpa pacuéra
OLICHKH PUCKa HEOIArONPHATHBIX CEPIIEUHO-COCYAUCTBIX (hOpM Ia-
Tonoruu y nereit ¢ CI'’XC.

OCOBEHHOCTW OEBIOTA BOCMANUTESNbHbIX
3ABONEBAHUA KULWLEYHUKA Y OETEWU

Cawmonsbiro U.C., Pumckasa A.M.

HayuHble pykoBoautenu: akagemuk PAH,
npocpeccop A.B. Nopenos, npocdeccop C.U. Apaec,
aoueHT E.A. fA6nokoBa

®rAQY BO «lMepBbit MOCKOBCKMI rOCyAapCTBEHHbIN
MeauLUHCKUA yHuBepcuTeT nmenn N.M. CeveHosa»
Mwun3agpasa Poccum (CeveHoBckui yHuBepcuteT), Mocksa,
Poccus

Knroyeesbie criosa: demu; socrnianumerbHble 3abornesaHusi
KUWEYHUKa; 5138eHHbIU Konum; 6one3Hb KpoHa;
ocobeHHocmu Oebroma

Axmyansnocmsb. BocnanuTtenbHble 3a00eBaHS KHIIEYHUKA
(B3K) — rpymnmna 3a0oneBaHmii, XapaKTepU3yOLIasics XpOHHYe-
CKUM BOCHAJICHUEM CIIM3HCTOH 000JI0YKH TOHKOHM U TOJICTOM KHIL-
KH, BKItogaromias si3BeHHbIH konut (1K) u 6onesns Kpona (BK).
HecMoTpst Ha CX0XKeCTbh, TEPANIEBTHYECKOE BEICHNE ITHX 00JIe3-
HEH pa3IM4Ho, YTO JIeNIaeT POBeicHHE paHHel auddepeHnnab-
HOHM JTMarHOCTHKH OCOOCHHO BaXKHBIM.

Lenv: onpenenuth KIMHUYECKHE ocoOeHHOCTH AebioTa K
u bK'y nereii.

Mamepuanst u memoosr. Mbl IPOBENU PETPOCIEKTUBHBIH aHa-
3 145 ucropuit Oone3Hn nerei, HAXOOUBIIMXCS HA JICYCHUH B
racTposHTepoaoruaeckom otaenennu B 2014-2023 rr.

Pezynvmamut. [lnarnos SIK 0w ycranosneH y 69 nereit, BK —
y 76. Ipynisl He pazu4anuch 1o noiy u Bospacty. C K Obuto 37
MapunkoB U 32 neBouku; ¢ BK — 45 manpunkoB u 31 neBodka.
Bospacr nebrora K 6511 10,3 roma; BK — 10,9 rona. IIpeamnoso-
JKHTEIBHBIA TPUTTEP, KOTOPBIA MOT 00YCIOBHUTH HaYaIo 3aboIeBa-
Hust, ObL1 BIsiBIIeH y 17 6ombabIX ¢ SIK 1 10 ¢ BK. TTocne kuieu-
Hou undpexunu K Boznuk y 11 nereir, BK —y 6 (p =0.047). ¥ 3
nereii ¢ SIK u BK ne0rot Obut cBsi3aH ¢ npuéMoM aHTHOMOTHKOB. Ha
tone SARS-CoV-2 {K pazsuncs y 3 pereit; BK—y 1 (p =0,035).
Hepenxo B3K nebrotrpoBanu Ha oHE Ipyroro ayToMMMYHHOIO 3a-
6oneranust: 12 u 35 npu SIK u BK cootBercTBerH0. CpeHss npo-
JIOJDKUTENBHOCTD KUILIEYHBIX TIPOSIBIICHUH (00N B )KMBOTE, pa3Ku-
JKEHHUE CTyJIa, HaIuuKe KpoBH) coctaBuina 7,4 £ 6,76 (0-30) mec ais
AK u 12,6 + 4,18 (1-72) mec mna BK. Jlokanuzamuo nopakeHus
ouenusany 1o ITapmwkckoit knaccupuxaruu: SIK: nankonur — 37
CIIy4aeB, JICBOCTOPOHHEE OpaXkeHne — 22, pacipoCcTpaHEHHbIN KO-
JUT — 9, IPOKTHUT U OPAKEHHUE TOJICTON KUIIKU HIDKE TIEYEHOUHO-
ro m3ruba — 1o 1. JInsa BK: wient u xonut — 42 ciydasi, TepMH-
HaJIBHBIN WiIent — 26, n3onupoBaHHblid KonuT — §. BKIT otmeue-
Hb1 Y 33 nereii ¢ SIK u y 48 ¢ BK. OnHO BHEKHIIIEUHOE TPOSIBICHIE
(BKII) Habnonanocs y 27 nereii ¢ IK u 36 ¢ BK; 2 — y 4 nerei
c¢SKu 10 ¢ BK, 3 —y 1 pe6énka ¢ SIK u 2 ¢ BK. CambIM uacTbM
BKII 6611 nepudepuueckuii aptput — 18 nereit ¢ SIK u 40 ¢ BK
(p = 0,028). [lepBUUHBIil CKICPO3UPYIOLIHMI XOIAHTUT BBISIBJICH Y
10 u 2 naumentos ¢ SIK u BK coorserctBenHo (p = 0,017). 3Hauu-
TEJIbHO pa3jinyanach 4acToTa pa3BUTHS aTO3HOIO CTOMATUTA: [IPH
BK BorsaBnen y 10; npu AK —y 2 (p = 0,024). Bpemst ot pa3Butus
MIEpBBIX CUMIITOMOB JI0 IIOCTAaHOBKHM JTHarHo3a cocrasuiio npu bBK
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12,09 (1; 72) mec ms KIT u 23,04 (1; 101) mec anst BKIT; 8,51 (1;
60) mec s KITu 19,05 (1; 71) nns BKIT npu SIK. TTorpe6oBanock
CYILLIECTBEHHO OOJBIIIEe BPEMEHH sl TOCTAaHOBKH ararHo3a BK, kak
st KIT (p = 0,041), tax u ast BKIT (p = 0,029).

3axniouenue. BK u SIK uMeroT cxoxecTh KIMHUYECKOH KapTU-
HBI, HO IIPY 3TOM TPeOyIOT COBEPILEHHO Pa3HbIX IIOAXOJ0B B JeUe-
HUH. YCTaHOBJIEHHE 0COOSHHOCTEH 1e0I0Ta, TeUeH s 1 IIPOrHO3a
HaleleHa Ha IIOMOIIb Bpady B ONPEAETIeHIN THarHo3a.

k %k %k

YCNELUHbIA CNYYAWU NEYEHUSA TMFTAHTCKOW
3XMHOKOKKOBOW KUCThbI MEYEHU Y PEBEHKA

CambirnH C.A.
Hay4HbIn pykoBoguTens: goueHT M.U. AipaneTsH

OrAQY BO «[epBbit MockoBcKkuii rocyaapCTBEHHbIN
MeOVUUHCKMI yHuBepcuTeT nmenn .M. CeueHoBa»
MwuH3gpaBa Poccum (CeueHoBckuii yHuBepeuTeT), Mockea,
Poccus

Knouesbie crioga: KnuHu4eckul criyqdal; 0emu; 9XUHOKOKKO3
reyeHu; euzaHmckasi Kucma

AxmyanoHocms. I'MIaTUIHBINA SXUHOKOKKO3 TIEUCHU SIBIISIETCS
OJTHUM M3 CaMbIX TSDKENBIX Napa3uTapHbIX 3a001eBaHUi, ero pac-
npoctpan€HHOCTh B Poccuiickoit @exneparuu cocrasnser 0,26 Ha
100 TeICSY YeNOBEK, JETANBHOCTD AOcTUTaeT 4%, Mpu STOM Me-
TOJBI U 3TAIBl XUPYPTUIECKON KOPPEKIIMU SXUHOKOKKO3a IIEYCHU
y ZieTeii BcE erie 00CyKaatTes.

Onucanue knunuveckoeo ciyuas. Jleouka T., 17 ner, anurens-
HO OoTMe4asa 00Jb B 3MUracTpHUH, NEPUOANYECKYIO TOIIHOTY. [1pu
VY3U opraHoB OpIOUIHOM MOJOCTH B MPOEKIMU MIPABOH JOJIH Iie-
YEeHHU BBISBJICHO I'MTAHTCKOE OJJHOKaMEpHOe 0Opa3oBaHHe pa3Me-
pom 151x188x151 mm, ¢ Karcynoi TONMIMHOMN 10 6 MM, cMeTa-
olee MeYeHb U Keayaok. [Ipyu KoMIbproTepHON ToMorpaduu me-
YEHU C KOHTPACTUPOBAHUEM B MApEHXUME IPABOM 0NN MEUEHH
BHU3YaJIM3UPOBAHO KPYITHOE 00pa30BaHUE MPAKTHYECKU TOJIHO-
CTBIO BBINIOJIHSIOIEE JI0JI0, OBOUIHOM ()OPMBI C pOBHO CTEHKOH,
HE HaKaIuIMBarolllee KOHTPACTHBIN Mpenapar, OKpyKEHHOE TUII0-
JICHCHBHBIM 00OIKOM TOJIIIMHOM 10 4 MM, OOIIMH pa3MepaMu J10
151x188x151 MmM. OOpa3oBaHusl OKa3bIBAIOT BHIPAKECHHOE KOM-
HPECCHOHHOE BO3JCHCTBUE HA OKPYKAIOLIUE CTPYKTYPBI, JKEITUHbIC
npoToku He pacmmpensl. [Ipu ananuze yposHst Anti-Echinococcus
IgG — 9,08 EJI (mopma < 0,85 E[l). B xone xupyprudeckoro Jieue-
HUs ObUIa BBITIONTHEHA [TOCIIEI0OBaTeIbHas 00paboTKa COTepKUMO-
ro napasurapHoi kuctsl 80% pacTBOPOM IVIMLIEPHHA, 3aTEM pac-
tBopoM NaCl 10%. O6bpeM conep>kuMoro KucTel coctaBui 1850
miL. IIpu peBu3nM oTMeuascs BbIPaKEHHBIN CIa€4HBIN MpoLece,
KHCTa ¥ IeYeHb ObUIM MHTHUMHO CIAsHBI C YIJIOIEHHBIM U HCTOH-
YEeHHBIM TPaBbIM KymojioM auadparmel. [locne uccedeHus cre-
HOK KHCTO3HOTO 00pa30BaHMs B OCTAaTOYHYIO IOJIOCTb MOJBENICH
CaJIbHUK, YCTAHOBJIEH JIpeHaX. B ylOBIETBOPUTEIHLHOM COCTOS-
HUH NalMeHTKa OblIa BBIITUCAHA 110]] aMOyJIaTOpHOE HAaOIOICHUE
JIETCKOTO XHPypra U MHPEKIMOHUCTA 110 MECTY KUTeNbCcTBa. [Ipn
KaTaMHe3€ 4epe3 3 MeC OTMEYaIoCh 3HAYUTEIbHOE COKpAlleHHE
OCTaTOYHOMU TOJIOCTH.

3akniouenue. JlaHHBIN KIMHUYECKUN IPUMEP HHTEPECEH CpaB-
HUTEIBHO TO3JHUM BPEMEHEM IIE€PBbIX KIMHUYECKUX MPOsBIIeE-
HUH PEIKOTo BAPHAHTA TMTaHTCKOM KUCTHI IEY€HH, 0COOCHHOCTS-
MH JIMarHOCTHKH, MTPEIONEPAIIMOHHOTO TUIAHUPOBAHUS U BHIOpaH-
HOW XUPYypPrUYECKON TAKTHKOU JIEUEHUS.

KOrHUTUBHbIE ®YHKLUWW Y OETEW
C CAXAPHbIM OUABETOM 1-ro TUMA

Cartrapos L. XKamonuanuH yrnu

HayuyHble pykoBoguTenu: npoceccop
10.I. CamonnoBa, npocgeccop M.B. MaTBeeBa

®Ire0Y BO «Cunbupckuin rocyaapCTBEHHbIN MEANLMHCKANA
yHuBepcuteT» MuHsgpasa Poccuu, Tomck, Poccus

Knrouesnie criosa: demu; caxapHbit duabem 1-20 muna;
Ko2HUMUBHbIE HapylweHus; mecm Bekcrnepa

Axmyanvrocms. CornacHo JaHHBIM MexayHapomHoi de-
Jepanuu caxapHoro auadera Ha 2021 ., oOuiee 4ncio neTei ¢
caxapHbeiM auaberom 1 Tuma (CI1) cocrtaBnsier B Mupe Oonee
1,2 MiTH 9enoBek, u3 HuUX Ooiee mMooBHHEI (54%) — meTtu 1o
15 ner. O61uas uncinennocTs 6ompHEIX CII1 mo 18 ner B Poccun
Ha 31.12.2019 r. cocraBuna 47 050 yein. (156 Ha 100 THIC. NET-
CKOro HacelyieHusl), 3a0oneBaemMocTb 7063 (23 Ha 100 ThIC. nET-
ckoro HaceneHus). OTMedaeTcs, 4To BIUSIHUE caXapHOTo auade-
Ta Ha KOTHUTUBHBIE QyHKIMYU 6onmbHBIX AeTelt ¢ CII1 Bce emé He-
JOCTATOYHO U3Y4EHO.

Llenv: onpenenuTs U3MEHEHHUsI KOTHUTUBHOTO (DYHKIIHOHU-
posanwus neteit ¢ CI(1.

Mamepuanvr u memoowvt. O6cnenoBanbl 64 pedEHka (8—
16 ner), crpaparommx CI1, u3 Hux 32 manpuuka. J{ns aHamu-
32 KOTHUTHBHBIX (DYHKIIUI HCIOJIH30BAIH MIKATY WHTEIICKTA
Bekcnepa ans gereid. B 3aBHCUMOCTH OT JAaHHBIX, MOJTYYEHHBIX
IIPH TECTUPOBAHUH, OOJbHBIC OBUTH pacHpeAeIeHbl Ha TPYIIIIEI
no Gayutam: 1-s rpyrmna — maueHTsl, HaOpasiiue 99 U MeHbIIe
OayutoB (HU3kH ypoBeHb ko3¢ dunmenta unremiekra (1Q)); 2-
rpyrnna — GosbHble, umerone 100-130 GanoB (cpenHuii ypo-
BeHb 1Q); 3-1 rpynna — GonbHble, uMmetommue 6onee 130 6amioB
(BbIcokmii ypoBeHb 1Q). Cratuctryeckas 00paboTka JaHHBIX MPO-
BEJICHA C TOMOIIBIO MPOrpaMMsl «Statistica 13.5».

Peszynomamul. Huskuit ypoBeHb HHTEIIICKTA OBLIT 3aPETUCTPH-
poBan y 9 (14%) GonpHBIX (6 MaTBIMKOB U 3 AEBOYKH), CPEIHUI
ypoBenb 1Q — y 40 (62,5%) nanuenTos (18 mansuukos u 22 nie-
BOYKH), BBICOKHH ypoBeHb 1Q — y 15 (23,4%) nereii (8 manbuu-
k0B 1 7 neBouek) ¢ C/1.

3axnouenue. letn ¢ CII1 MOTYT HCTBITHIBATH TPYIHOCTH B
KOTHUTHBHOM (DyHKIIMOHMPOBAHUH, HAOIIONAIOTCSI HEHPOKOTHU-
TUBHBIE HapyLIEHNs 10 CPAaBHEHUIO C I€TbMH, HE CTPAJAIOINMHU
JIUabeToM, a IJIOXOH IIMKEMHUYECKHUH KOHTPOJb, Oy/b TO THUIIEp-
WU THIIOTIMKEMHUS], MOXKET MOBJHATh HA MX KOTHUTHBHBIC CIIO-
COOHOCTH U NICUXUYECKOE 310POBBE.
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AHANN3 OBECNMEYEHHOCTWU BATAMUHOM D
MyBOKO HEOQOHOLUEHHbLIX OETEUN

CaxaHoBa 0.B., CyxoBa [0.B.!

Hayu4Hble pykoBogUTeNnu: AOKTOP Men. HayK
T.I0. UBaHeL', npocheccop M.B. HaporaH'?,
npocpeccop U.U. Promuna'’

'OIBY «HaumnoHanbHbIN MeAULIMHCKUIA UccregoBaTebCKUin
LEHTP aKyLlepcTBa, MHEKOMNOrMm u NepuHaTonorMm UMeHn
akagemuka B.W. Kynakosa» MuHagpasa Poccuun, Mocksa,
Poccus;

20IAQY BO «lMepBbii MOCKOBCKMIN rocyAapCTBEHHbI
MeauLUHCKUA yHuBepcuTeT nmeHn .M. CeyeHoBa»
MwuHsgpaBa Poccumn (CeveHoBckuii yHuBepeuTeT), Mockea,
Poccus

Knroueesnie criosa: HeOoHOWeHHbIe demu; eumamuH D;
eunepsumamuHos D

Axmyanvrocmy. B HacTOsIIeE BpeMs HET €ANHBIX MIPEACTaB-
JIeHUH 0 cyToyHO! noTpebHoCcTH B BUTamuHe D y ryboko Heno-
HouleHHbIX feTeil. ITo pasHbIM peKOMEHIALUSIM OHa MOXKET CO-
ctaBnaTh ot 200 o 1000 ME. IIpu sTom obpaiiaercss BHUMaHHE
Ha ciydYau Kak neuInTa, TaKk U THIepBUTaMHHO3a D y m1yOoko
HE/IOHOILIEHHBIX JETeH.

Lenv: onpenenuth 00ecedeHHOCTh BUTaMuHOM D mmy6o-
KO HE/IOHOILEHHBIX JIeTel U (PaKTOphl pUCKA Pa3BUTHS TUIICPBH-
TamMuHO3a D.

Mamepuansi u memoowi. [IpoBeIeHO pETPOCIIEKTUBHOE HCCIIe-
JIOBaHHWE, B X0OJIe¢ KOTOPOTO MpoaHaIH3UpoBaHa 0a3a JaHHBIX CO-
nepxxanus 25(OH)D y riry00oKo HeIOHOILIICHHBIX JIeTel B BO3pacTe
10 4 mec xxun3nu B 2019-2023 rr. Kputepuit uckiioueHus: — CHH-
JpoM xojecTasza. B 1-1o rpynny Bouutu 18 gereit ¢ runoBuTamu-
Ho30M D, B0 2-10 — 63 peOGEHKa ¢ HOPMAJILHBIM COJEPIKaHUEM, B
3-10 — 24 pebEHKa ¢ rUnepBUTaMHHO30M D.

Pezynomamur. TectanimoHHBIN Bo3pacT coctaBmi (Me [min—
max]) 29 [25-31], 28 [25-31] u 29 [23-31] Hen, mMacca Tena
npu poxxaennn 1156,8 [680-1489], 1109,1 [580-1890] u 1181,1
[600—-1830] r B 1-3-if rpymnmnax cOOTBETCTBEHHO. 3ai€piKKa BHY-
TPUYTPOOHOTO pa3BUTUS BCTpedanach y 4 (22,2%) nereit 1-it
rpynmsl, y 7 (14,3%) — 2-i1, y 8 (32%) — 3-ii. [lo qnurensHO-
CTH TIAPEHTEPAIBHOTO MUTAHMS TPYIIEl HE pa3iUyainch: 16,8
[3-35], 15,6 [5-37] u 15,5 [2-46] cyt. Butamun D B cocTaBe
HapeHTePaIbHOTO MUTAHUS MTOIYYay [IOYTH BCe MauueHTs: 10
(76,9), 38 (84,4) u 22 (88%). DHTEpanbHOE MUTAHUE TPOBOIH-
J0Ch 000TAIEHHBIM TPYIHBIM H/WIIH MOJIOYHBIMUA CMECSIMH IS
HE/IOHOIIEHHBIX. YacToTa NCKYCCTBEHHOTO BCKApMIIMBaHUS 3HA-
YUMO oTiin4anacek B 1-# u 3-i rpynmnax: 6 (42,9%) u 3 (12%);
p = 0.03. B 1-ii rpynmne ButaMmud D BHyTph ObUI Ha3HAUCH C
18,9 [11-35] cyt xu3uu: B goze 500 ME — 11 (78,6%) netsm,
B no3e 1000 ME — 3 (21,4%). Onpenenenne 25(OH)D B kpo-
BU BBINOJIHEHO Ha 42,8 [31-70] cyTkH, €r0 YpOBEHb COCTaBUII
22,7 [19,8-28,5] umons/n. Bo 2-it rpynmne ButamuH D BHYTpb
HazHadeH ¢ 19,9 [7-40] cyrok: B noze 500 ME — 39 (78%) ne-
M, 1000 ME — 11 (22%). Yposens 25(OH)D Ha 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 noze 500 ME —
2 (8,3%) nersam, 1000 ME — 22 (91,7%). Yposens 25(OH)D Ha
62,3 [28-108] cyTtku cocrasmt 114,3 [100,5-120] amons/n. B 3-i
rpyIIe Yane 0TMeYaIoch Ha3HaueHne BUTaMUHa D BHYTpb B 10-
3e 1000 E[l/cyT mo 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 IIpH yCIIOBHUH aJIeKBAaTHOTO MUTaHUS OOBIYHO JI0-

CTaTOYHO VIS MPO(IIIAKTHKY TUIIOBUTAMKUHO32 D, a HazHaueHue
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 HaumoHanbHbIN
nccnenoBaTenbCKUiA MEOULNHCKUIA YHUBEPCUTET NMEHMN
H.N. Nuporosa» Munsgpasa Poccumn, Mockea, Poccus

Knrouesble criosa: knuHuYeckul cnydal, cuHOpom HyHaH;
l08eHU IbHasi KcaHmMoezpaHynema

Axmyanvnocmo. T10BBIIEHHBIH PUCK 3JI0KAUECTBEHHBIX HO-
BooOpa3oBaHmii TpeOyeT paHHel nuarHocTuku cuHapoma Hy-
HaH (CH) ms cHkeHus prcka HeOIaronpusTHOTO MCX0/a 3a-
OoneBaHMsL.

Onucanue xkaunuueckozo cayuas. Jleouka [[. ot marepu
43 neT ¢ OTATOIEHHBIM COMATHYECKUM (TPOMOOQHIUS HU3KO-
ro TPOMOOTEHHOTO pUCKA) U aKylepckuM (Oecmioaue B Tede-
Hue 7 ner) anamHezoM. Ot 3-ii 6epemennoctu (OKO, noxcaaka
KpHOdMOpHOHA), IpoTeKaBIleil Ha (oHe TecTaunoHHOro nuade-
ta. Ponpr 2-e oneparusHbie, Ha 40-1 Henene recramuu. [lpu po-
sk aenun Macca Tena 3400 1, mrHa Tena 51 ¢M, OlLieHKa I10 IIIKajie
Anrap 7/8 6annoB. CTUrMbl AUCOMOPHOTEHE3a: THIIEPTEIOPU3M,
SMHUKAHT, HolepedHas 00po3zia Ha 1agoHu, KopoTKas mmes. Ha ne-
penHeil OpIONIHOM CTeHKE B MPaBOM NozapeOepbe HUaHOTHYHBIN
Y4acCTOK KOKU pa3MepoM 7 X 9 cM ¢ MHOKECTBEHHBIMU IUIOTHBI-
MU y3enkamu. COCTOSIHUE TIPU POXKICHUH CPeIHEH TSKEeCTH 3a
CY€T HApaCTAIOUINX ABIXaTENbHBIX PacCTPOUCTB. B anamuze kpo-
BU TpoMOormronenus 60 x 10°/1.

Ha 2-e cyTku xu3HH peOEHOK B TSDKEIOM COCTOSHUM IIepe-
Ben€H B JII'’Kb um. H.®. ®unarosa. J[narnocTupoBaHbl THEBMO-
HUsl, BpoIEHHBIN opok cepaua (BIIC): nedekr mexnpencep-
HOM Neperopoiky 7 MM C JIEBO-TIPaBBIM COPOCOM KPOBH, JHCILIA-
3151 MEXIIPEACEPAHON NEPETOPOAKH, CTEHO3 JIETOYHOTO KIIarnaHa
¢ MUKOBBIM rpagueHToM 38 MM pr. ¢T. BIIC He TpeboBan SKcTpeH-
HBIX XUPYPIrHYE€CKUX MEPOIIPUATUI U NPOBEIECHUS METUKAMEHTO3-
HOH Tepanuu. HecMoTpst Ha MPOBOAMMYIO MHTEHCUBHYIO TEPAITHIO
B YCJIOBHSX OTACJICHUS PEaHUMAallil U WHTEHCHBHOW Teparuw,
TPOMOOIMTONIEH S COXpaHsIach (82 x 10°/m). Ha 7-e cyTku xu3-
HU OOJBHAS TIEpEeBeIeHa B OT/IENICHIE MTAaTOJIOTHH HOBOPOXKIEHHBIX
1 HeJJOHOLIEHHBIX. [IpoBoauIach Tepanust ¢ HOIOKUTEIBHBIM (-
(hexTOM: BOCTIaNMTENbHAS aKTUBHOCTh B KPOBH KynupoBaHa. Of1-
HAaKO TPOMOOLUTONEHUsI HapacTaia, celle3éHKa yBEeIMUMBaIach.
CKpHUHUHTOBOE UMMYHO(EHOTUITUPOBAHHE TPOMOOLIUTOB MOJ-
TBEPAWIIO HATMYME U30UMMMYHHOH TpoMOonnTonenny. HazHave-
HBl IMMYHOTJIOOYJIUHBI € TIOJIOXKUTEIBHBIM pe3yasTatoM. OTcyT-
CTBHE Kanomun(pOopMHOH reMaHHOMBI UCKIIIOYHMIIO BO3MOXKHOCTD
cunapoma Kazabaxa—Meppurra. Beinonnena 6uorncus o0pasosa-
HUSI iepetHel OpIOIIHOM CTeHKHU: IOBEHIIIbHASI KCAHTOT paHyleMa
Ha paHHeH cTaguu GOPMHUPOBAHUSL.

Ilo maHHBIM TIOTHOTO CEKBEHUPOBAHHMS SK30Ma BBISIBIICH Te-
TEPO3UTOTHBINA BapuaHT MyTanuu B rene PTPNI1, uTo moaTsep-
JIWJIO paHee 3amofo3peHHbIl auarno3 — CH.

3a nepuop rocnuranusanuu gesouka rno BIIC komnencupo-
BaHa, 00pa30BaHUe Ha OPIOIIHOM CTEHKE HE YBEIMUUIOCH, TPOM-
GOLUTHI HOPMAJIM30BAJIUCH, Celle3éHKa COKpaTuiiack. B Bo3pac-
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te 1 Mec 15 cyT xu3HU peOEHOK BBITUCAH JOMOH 1O/ HaOmoIe-
HHE CIIELIHAINCTOB.

3axnouenue. Y nerert ¢ CH yacTo BBISBIAIOTCS HapyLICHUS
reMocTa3a, MOBBIIIEHa YaCcTOTa 3JI0KA4Y€CTBEHHBIX HOBOOOPa30-
BaHHiA, B TOM YHUCJIE IOBEHWIbHAs KCAHTOTpaHyJeMa, Kak B OITHU-
CaHHOM Cllydae, YTO JI0Ka3bIBae€T 3HAYUMOCTb PaHHEH TUarHo-
ctuxu CH.

W3MEHEHMUA CO CTOPOHbI LUUTOBUAOHOM
XENE3bl Y NALUMEHTOB C BOJNIE3HbIO KPOHA

CupenbHukoBa E.I., Cagkosa M.U., BeayTta O.W.
HayuHbin pykoBoguTtens: E.B. Kanpuop

PrBOY BO «CaHkT-lMeTepbyprckuii rocyaapCTBeHHbIN
neavaTpuYeckMn MeamumMHCKA yHnBepcuTteT» MuHsgpasa
Poccun, Cankt-lMNeTepbypr, Poccus

Kntouesbie criosa: ujumosudHas xernesa,; 6one3Hb KpoHa;
Oemckasi SHOOKPUHOIo2ust

Axmyanornocms. C KaXKIBIM TOZIOM OTMEYaeTCs POCT 3a00ie-
BaemoctH 6one3nbto Kpona (BK), a ne6ror 3aboeBanust 3a4acTyro
IIPUXOIUTCS Ha IETCKUil Bo3pacT. B CTpyKType maTtonoruu 3H10-
KPUHHOMN cucTeMbl 3a0071eBaHus MUTOBUAHOM kene3s! (1LDK) 3a-
HUMAIOT JIuaupytomue no3unuu. O CBsI3U LEeIUaKul U ayTOUM-
MYHHOM THPEOUIUTE JOCTATOYHO HIMPOKO U3BECTHO, B TO BpeMs
Kak aHaJNOrn4HbIX AaHHBIX 0 BK n naronorun LK HenocrarouHo.

L]enw: BeIsBUTH M3MeHeHUs co ctopoHs! LK y nereii ¢ BK.

Mamepuanvt u memoout. IIpoBea€H aHATN3 COBPEMEHHBIX
uCcTOYHMKOB B 0a3ax maHHbIX The Cochrane Collaboration, PubMed,
The ScienceDirect 3a 2015-2023 rr. u 123 ucropwuii 6one3Hu nanu-
€HTOB [aCTPOIHTEPOIOTTIECKOIO OTAEICHUS, U3 KOTOPBIX ObLIO OTO-
6pano 57 natmentoB ¢ BK. Cpennuii Bo3pacT Mal@eHTOB COCTABUIT
13,1 £+ 3,28 roma, 43% neBouek, 57% MaapuIuKOB. Y STOM TPYHIITBI
OONBHBIX B KPOBHU ONPEALIISUIH YPOBEHb TUPEOTPOITHOTO TOPMOHA,
T3, T4, auturen (AT) k TupeortoOynuny, AT k THpeonepokcuia-
3e. YibrpasBykoBoe uccnegosanue 1K no paspaboranHoMy Hamu
IPOTOKOIY (KOIMYECTBO MAKPOCTPYKTYPBI IIOJHOLEHHOI TOpMOHO-
o0Opasyrorueid Tkaau, 006éM LK, BenmdiHa HHTEHCHBHOCTH KPOBO-
toka B tossix 11K u ckopocTh kpoBoTOKA B apTepusix goneit [1XK),
KOHCYJIBTALHS HIOKPHUHOJIOTa MALEHTOB C OOHAPY>KEHHBIMH U3~
MEHEHHMSIMU. Y BCex 60J'lel>IX IIPOBOANUIACH OLICHKA CTCTICHU aKTHB-
Hoctu BK 1o ypoBHI0 (ekanbHOro kanbnporekruHa. CrarucTuye-
cKast 00pabOoTKa JAHHBIX IIPOBEZIeHa B Iporpamme «Jamovi 2.3.28».

Pezynomamer. OTKIOHEHHS B TopMOHanbHOM craryce LI[DK
OBUTH BBISIBIIEHBI y 24% OONBHBIX, 3 HUX Y 15% n3mMeHeHus Obl-
JIM BBISIBJICHBI BIIEPBBIE M HA MOMEHT KOHCYBTallUH YHJOKPHUHO-
Jora UM He TpeboBajach 3aMeCTUTENIbHAs TOPMOHANIbHAS Tepa-
yst, ObLIN JaHbI PEKOMEHJAllUK 110 U3MEHEHUIO 00pa3a KU3HU U
IUIaH HAOMIONEHUS SHIOKPUHOIOIOM 10 MECTY XKUTeIbcTBa. Ya-
cTOTa BCTpeuaemMocTH nosbimerns ypoBHs TTT cocrasumna 12%,
T3 cBodomnoro 10%, T4 ceoboguoro 30%, AT k THpeOTIOOYIHHY
B 10%, AT k Tupeonepokcunasze B 10%. AxruHocts BK no ypos-
HIO KQJIBIIPOTEKTUHA B KaJI¢ y MAllUEHTOB ¢ U3MEHEHHOH (yHK-
nuei K npaktuyecku He oTMYanach OT MalMEHTOB Oe3 Heg.

3akarouenue. Henbss uckimrounts naronoruto DK y nanuen-
toB ¢ BK, mosTroMmy um MoxeT ObITh pEKOMEHJOBaHA KOHCYIIbTa-
WS SHAOKPHUHOINIOTA. AKTUBHOCTH Bocnanenus npu bK y mamm-
eHToB ¢ mmMeHeHnsMu 11K cxonHa y ocTanbHBIX OONBHBIX AaH-
HBIM 3200JI€BaHHUEM.

k sk ok

KNMUHUYECKUN CNYYAN PEOKOW
KOATYNOMATUMN

Cna6aukoB K.O.
HayuHbI pykoBoauTenb: goueHT H.B. ®eauHa

POy BO «PsasaHckuin rocyaapCTBEHHbIA MEOVULMHCKUN
yHuBepcuteT umenun akagemuka V.M. Nasnosa» MuH3apasa
Poccuu, Pasanb, Poccus

Knrouesnie criosa: knuHu4eckul criyqal;
2UronpoKoHeepMUHEMUSI; pedKue Koazynonamuu;
MPOKOHBEPMUH, XKerTyO0YHO-KULWEYHOE KPO8OMeYeHUe;
anmakoe anbga

Axmyanvrocms. Jedpunur VII dpakropa (FVII) cBEprhiBanus
KPOBH, WJIM HACJIEICTBEHHAs THITONIPOKOHBEPTHHEMUS — PEIKOE
ayTOCOMHO-PELIECCUBHOE TeMOpparuueckoe 3ab0oneBaHue, BCTpe-
yaromeecs ¢ yactoror 1:500000 1 KITMHUYECKH MPOSIBIISIOIIEECs
Koarynonaruei, HanoMuHaroniei remodunmto. C paHHero Bo3pac-
Ta BO3HUKAIOT KPOBOTEUEHUS PA3IUYHON JIOKAIU3aLUH, TeMaTo-
MBI, TT037HEeE NpUcoeanHsIoTCs reMapTpo3bl. ['en FVII naxoaut-
cs1 Ha MHHOM 1ieue 13 xpomocomsl (13q34), onucano Gosee
250 myranuit 3Toro rena. JledeHue BKIIOYAaeT IPUMEHEHHE pe-
xoMOuHaHTHBIX npenaparoB FVII pa3nuunoii nponomkuTenbHo-
CTH, Yallle B PeKUME IO TPEOOBAHUIO.

Onucanue kaunuuecxozo cayyas. Iamumenr I, 15 net mocty-
U1 B 9KCTPEHHOM TOPsAKE B IPUEMHOE OTAEICHUE C TUarHO30M
KETyA0IHO-KUIIIEYHOE KPOBOTEUEHHE U IIPU3HAKAMHU ITOCTIEMOP-
parudeckoit anemuu. 3a 10 qHei 10 rocnutanu3anuy Hadmoaancs
CTYJ 4€pPHOTO LIBETa, NMOSBUJIACH HapacTaromas ciabocTb U CHU-
JKeHHUE arlleTuTa.

W3 anaMHe3a KU3HU U3BECTHO, YTO B IEPUOJIE HOBOPOXKIEH-
HOCTH IIEPEHEC HOCOBOE KPOBOTEUEHHE, KPOBOU3IIHMSIHUE B TOJIOB-
HOU MO3T, Ke(anoremMaromy B 00JIaCTH MPaBOW TEMEHHOW KOCTH,
TSDKeNTyto aneMuto. Ha iepBoM roty s>KU3HU HEOJJHOKPATHO FOCIIU-
TaJIU3UPOBANICA B CBA3U C PELUIUBUPYIOLUINM reMOPParniecKum
CHHJIPOMOM B BHJI€ TeMaTOMe3HCca, KPOBOTEUEHUH MPH ITPOPE3bI-
BaHUH 3y0O0B, B 00JIee MTO3JHEM BO3PACTEe — IreMapTpo30B. Y 60lb-
HOT'O OTMeYajcs CTaOMIbHO HU3KUH yPOBEHb MPOTPOMOUHA MpU
HopMmainbHbIX 3HaueHusX VIII u IX ¢aktopoB cBepThIBaHUS KPO-
BU. JIeueHue pacTBOPOM MEHaAMOHa HAaTpHs Oucynb(pura ¢ 1ojo-
XKHUTENBHBIM d(dexToM. B Bo3pacte 3 net ObLT yCTaHOBICH AHA-
THO3 THIONpoKoHBepTuHeMHS (ypoBeHb VII dakropa — 3,4%),
Ha3HaueH IIperapar dMTaKor anbha aKTUBUPOBAHHBIN B pexXnuMe
«110 TpeboBaHUIOY». HU3kas KOMIUIAGHTHOCTh K IPOBOJMMOM Te-
panuu COnpoBOKAAIACh HOBTOPHBIM T'€éMOPpParn4eCKUM CHHAPO-
MOM, FeMapTPO3aMH KOJIEHHBIX, JIOKTEBBIX U TOJICHOCTOIIHBIX CY-
CTaBOB C Pa3BUTUEM KOHTPAKTyp W aprpomaruii. B Bo3pacre 15
Jet y 60bpHOTO OblTa MarHOCTHPOBAHA SI3Ba JIBEHAILATUIIEPCT-
HOM KHMIIIKH, OCJIO’KHUBIIIASICS. MACCHBHBIM JKEJTYI0YHO-KHIIIEYHBIM
KPOBOTEUCHHEM, IOTPEOOBABIINM IIPOBEACHHUE TOBTOPHBIX IT'eMO-
TpaHc(y3UH U IJIMTEILHOTO BBEACHUS PEKOMOMHAHTHOTO IIperia-
para VII dakropa.

3axniouenue. Penxue HOpMBI KOATYIOTIATHIA BO3MOXKHBI B KITH-
HUYECKOU MpaKTHKE U TPeOyroT paHHE! TMarHOCTUKH C Ha3Haye-
HHE aJIeKBaTHOTO JIGYEHHUs, 0COOCHHO y JIeTel paHHeTo Bo3pacTa,
YTO IPEefOTBpALAeT Pa3BUTHE OCIOKHEHUH U PaHHIOI MHBAJIU-
JIU3aLMI0 OOJIBHBIX.
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OCOBEHHOCTU BEQEHUA PEBEHKA C PEKOW
®OPMOW BPOXXOEHHOIO KPAHNOCUHOCTO3A

CmonbsiHHukoBa A.B., leproruna IN.P., Cnoka B.A1.
HayuHbi pykoBoauTenb: goueHT E.A. CapkucsH

OrAQY BO «Poccuinckuin HaumoHanbHbI
uccnenoBaTenbCKUi MeaULMHCKUIN YHUBEPCUTET NMEHMN
H.W. Muporosa» Munagpasa Poccun, Mockea, Poccus

Knrouesnie criosa: knuHu4eckul criyqal; cuUHOpom
lNepatipghepa, KpaHUOCUHOCMO3; 2udpoueghanusi; 2eH
FGFR2; aHomarnuu koHe4Hocmel

Axmyanvrocms. Cunapom Idaiiddepa (CII, Q 87.0, akpo-
nedanroCHHIAKTHINS V THIIa) — PEJIKOe ayTOCOMHO-IOMHUHAHT-
Hoe 3a00JIeBaHUE U3 TPYIIIBI CHHIPOMAIBHBIX KPAaHHOCHHOCTO30B,
oOycnoBnenHoe nedexkramu B reHax FGFRI v FGFR2, xapakre-
PpH3YeTCsl YepemHO-TUIEBBIM U30CTO30M M aHOMATbHBIM Pa3BHU-
THEM KOHEYHOCTeH. AHOMAaJIMU Hapy>KHOTO CIIyXOBOTO IPOXOJa H
CpeIHero yxa IpHBOIT K IIyX0Te, HAPYIIEHUSIM PEUX U MHTE-
nektyaiapHOro pa3sutus. Hactora 1 uz 100 000. [Mompaznemnsiet-
cs Ha 3 tumna. Tum 2 cBsi3aHo ¢ MmyTanusimu B reHe FGFR2, ume-
€T TSKENOE TEeUEHHE.

Onucanue kaunuveckozo cayyas. Jlesouka M., y marepu 40
JIET C OTATOIEHHBIM COMATHIECKAM U THHEKOJIOTHYECKUM aHaM-
He3aMH, OT 6-if GepeMeHHOCTH, 2-X PONIOB, TPOTEKABIIEH C yTpo-
301 mpepeIBaHusl. Macca Tena npu poxxaennu 2680 1, aAnuHa Tena
— 48 cM, OKpYKHOCTB TOJIOBBI — 33 cM, Tpynu — 34 cm, OleH-
Ka 1o mkane Anrap 4/6 6amnos. Ha 29-ii Hezene recTalliOHHOTO
Bo3pacta np Y3 ObUIN BBISBICHBI MPU3HAKK aHOMAJBHBIX Cpa-
LICHUI KOCTel 4yeperna M JIMIEeBOro au3octo3a. CocTosHIE MpH
poXxaeHuu KpaitHe Tsxxénoe. JleBouka Haxonunace Ha MIBJI, ume-
Jla MHO)KECTBEHHBIE CTHTMBI TN33MOpHOTreHe3a, BKIIIoJas OaeH-
HyI0 GopMy Yeperna, THIIePTENopU3M, FK30(TaabM, CKOIICHHBIN
3aTbUIOK, HU3KO MOCAXKCHHBIC JUCIIACTUYHBIC YIITHBIC PAKOBHUHBI
1 yKopoueHue men. Habmonanucs mpu3HaKky «BsUIOTO PeOEHKay.
Ipu HelipocoHOrpaduu — MPU3HAKH TUIMIOKCHYECKH-UIIEMUYe-
CKOTO TIOpa)kKeHHs TOJIOBHOTO MO3Ta U KPOBOM3JIMSIHAE B MUH/IA-
JIMHY MO3)KeUKa. BBIsSBICHBI OUKOPOHAPHBIH 1 OMISIMOIOBH THBIH
CHHOCTO3BI, HOpPMHUPOBAHNE Yepela B BUIE «JIUCTa KIEBepay,
YIUIOUICHHUE Yepena B epeHe3aJHEM HAIIPaBICHUH U YMEHBIIIC-
HUE OOJBIIOrO 3aThUIOYHOTO OTBEPCTHS, AHOMAITUH JIUIIEBOTO Ye-
pera u koHedHoCTel. OTONapUHIONIOT THATHOCTHPOBAI aTPE3HI0
XO0aH U HETIONIHYIO aTpe3nI0 CITyXOBBIX MPpoxoaoB. Cpean gadopa-
TOPHBIX OTKJIOHEHUH y peOEHKa: aHeMHUsl, JICHKOIMTO3, TPOMOO-
IIUTO3 U TIOBBIIIEHHE YPOBHEH OenkoB ocTpoit (asel. B Mukpo-
ouonornyeckux nocesax: Klebsiella pneumoniae u Pseudomonas
aeruginosa. IIpoBoanMast Tepamnus ¢ MOJIOKUTEIbHBIM 3P PEKTOM.
IpoBeneHa NBYCTOPOHHSS IMHEHHAS KpaHHOTOMUSL. [10ITHOK30M-
HOE CeKBEHHPOBaHME BBISIBUIIO MyTallny B reHe FGFR2, 4to B co-
BOKYITHOCTH C JaHHBIMU aHaMHe3a MOATBEPAMIO AUATHO3: CHH-
npom Ildaiidpdepa 2 Tuna. Beinmucana momoii B Bo3pacte 4 Mec.
ITpu NOBTOPHOM OCMOTpPE OTMEYAIOCh YIy4dllIeHHEe MoKa3aTenel
MICHXOMOTOPHOTO U (PU3UUESCKOTO Pa3BUTHSL.

3axniouenue. Tuarnos cuanpoma [daiiddepa 2 Tuna craBut-
Csl Ha OCHOBAaHWH METOJIOB HEHPOBH3YATM3aLMH 1 TOATBEPIKIACT-
sl TeHeTHYeCKUM obOcenoBaHreM. CIOKHOCTH B JHAarHO3€ CBSI-
3aHBI C OTKJIOHEHUSIMH B PA3BUTUH M HACJIOCHHUEM TSDKENBIX (hopm
IIaTOJIOTMY HEOHATAJILHOTO Nepuosa. PanHee Xxupypruueckoe Jie-
YEeHHE MO3BOJISIET YCTPAHUTD JAeHOPMAIK U YBEIUIUTh 00BEM
MOJIOCTH Yeperna, MPeIOTBpaIlas PUCK pPa3BUTHS HEBPOJIOTHYE-
CKHX OCJIO)KHEHUH.

OLIEHKA NCUXOMOTOPHOIO PA3BUTUA OETEN
C NEPUHATATJIbHbIM NOPAXXEHMWEM LIHC
C NOMOLbIO NCUXOMETPUYECKUX LLUKAT

CopokuHa E.E.
HayuHbin pykoBoauTtens: goueHT C.B. NapuHa

®rb0Y BO «MopaoBckuii rocygapCTBEHHbIV YHUBEPCUTET
umenn H.IN. Orapésa», CapaHck, Poccus

Knouesnbie criosa: epydHbie demu; Odemu paHHe20 8o3pacma;
auriokcu4ecku-uwemu4yeckoe rnospexoeHue LIHC;
ricuxomomopHoe passumue; wkana CAT/CLAM; wkana
GMDS

Axmyanvrocme. IlcuxomotopHoe pazsutue (IIMP) nereit 1-ro
rojia *KU3HH SBJISETCS BaXKHBIM OTPaKEHHEM HX COMAaTHYECKOTO
3I0pPOBBSL. AKTYaJIbHBIM SIBISIETCS IOMCK OOBbEKTUBHBIX CIIOCOO0B
oueHku [IMP nereil B cBsI31 ¢ MPEUMYIIECTBEHHBIM HCIIOIb30Ba-
HUEM SMIIHPHYECKUX METONIOB, PE3YJILTaThl KOTOPBIX 3aBUCST OT
CYOBEKTHBHOTO BOCHPUSATHS, a TAKXKE 3aTPYAHSAIOT IPEEeMCTBEH-
HOCTB IpU 00CTIGIOBaHHH y Pa3HBIX Bpadell WK B Pa3InIHbIX yd-
PEKICHUAX.

L]ensv: onpenenuts n3menenus [IMP nereit 1-ro roma xus-
HU C TUMOKCHYECKU-UIIEMUYECKUM MOPAKEHUEM LEHTPaJIbHOM
nepsHoii cucremsl (I'NIT HHC) ¢ momomsto mkan CAT/CLAMS
u GMDS (I'puddurc).

Mamepuanst u memoowt. [Ipoananiu3uposans! 50 ucTopuii 60-
JIe3HU JIeTeH, a Takxke nmposeneHa ouenka [IMP nereit, Haxonaus-
IIMXCsI Ha 00C/IeIOBAaHNH U JIEUCHHUH B OTEIEHHHU NAaTOJIOTHH HO-
BOPOXIEHHBIX M HEJOHOIIEHHBIX JeTel. B ombITHYIO Ipynimy Bo-
i 27 nereid ¢ 'UIT ITHC, B koHTpOdbHYIO — 23 pebénka Oe3
marojorun [THC.

Pezynomamur. [lpn ananuze [IMP neteit smoupruyeckum cno-
cobom 3anepkka [IMP Obina 3aperucrpuposana y 3 (11%) nereit
OMBITHOH I'PyIIIbl, B KOHTPOJILHOH IpyIIe TaKue A€TH HE BBIABILA-
mck. [Tpu obenenosanuu nereit no mkane CAT/CLAMS norpa-
HHUYHbIE 3HaUeHUs KO UIEeHTa Pa3BUTHS UIMEITH 110 JIMHUU pa3-
Butust CAT (s131K/pedn) 29,6% neTeit U3 ONBITHOMN TPYIIIBI U HU
OJIMH W3 TPYTIITBI KOHTPOIST; TIo iHuK pa3sutust CLAMS (perenne
3amaq) — 40,7% nereit onbITHOM Tpynnsl U 20% MaMeHToB KOH-
TPOJILHOM IPyYIIIbI; MO JIMHUK Pa3BUTHU MaKpOMOTOPUKH — 60%
JieTel KOHTPOJIBbHOM Ipynnbl ¥ 29,6% GOIBbHBIX ONBITHON TPYIIIIBL.
I'pyGas 3aeprkka HEBPOIOTHYIECKOTO PA3BUTHUSI IO JAHHBIM KO3(-
(ueHTa pa3BUTHS HAOIIONATACH TONBKO Y IETeH OIBITHO TpyTI-
el B 18,5% citydaes no smaun pa3Butus CAT (SI3bIK/pedb), CTONb-
Ko ke — 110 JtuHuu pa3sutisa CLAMS (pemenue 3anayq), B 40,7%
CllyyaeB — IO JIMHUU pa3BUTHsl MakpoMmoTopuk (p < 0,05). TTpu
ob6cnenosanuu aerei no mkane GMDS (I'puddurc) BoLsiBieHa rpy-
6as 3amepxka pa3BuTus B 51,8% cirydaeB 1o ITMHUSAM pa3BUTUSL A
(nBuraTenpHas akTHBHOCTB), B (conmanbhas aganranust) u D (ma3a
u pyku), B 74% — no siuanu C (cinyx u peus), B 85% — 1o TuHUN
pazsutust E (cioco6HOCTS K urpe) y aereii ¢ TUIT ITHC. Cpennue
3Ha4YCHUs KOA()(UIIMEHTOB pa3BUTHUS ObUIM CYILIECTBEHHO YMEHbB-
1IeHb! Y OOJIBHBIX OIBITHOI rpynisl (p < 0,05).

3axnwuenue. Jannele ananuza I[IMP mo mkamxam
CAT/CLAMS u GMDS (I'puddutc) yka3piBaroT Ha HaIUIHe HU3-
koro ko3¢ ¢unuenrta passurus aereid ¢ ['UIT IITHC no cpasHe-
HUIO CO 3[J0POBBIMHU JIETHMH, a TAKKE CBUICTEILCTBYIOT O OOJb-
el YyBCTBUTEIBHOCTH 3THX 1IKal B ouieHke [IMP nereit pannero
Bo3pacta. HecOMHEHHBIM IPEUMYIECTBOM LKA SBISIETCS TO, UTO
pe3ynbTar BEIPaXKaeTCsl B YUCIOBOIl opMe, 4TO MO3BOJILET COXpa-
HUTb IPEEMCTBEHHOCTH IIPH IOBTOPHOM 00CII€I0BaHNH OOIBHBIX
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WONONATUYECKUA FEMOCUOEPO3 NEFKUX
Y NOAPOCTKA

CypaeBa Y.C., Be3pyueHko A.C.
HayuHbin pykosoauTtens: poueHT A.1O. LLlyTkoBa

OrBOY BO «[NprBOMmMKCKMI nccneqoBaTenbCKun
MeauLMHCKUIA yHuBepeuTeT» MuHsgpasa Poccuu,
HwxHunin Hosropog, Poccus

Knrouesbie criosa: knuHu4eckul criydal; pebEHoK;
uduonamuyeckull eemocudepos néakux; duacHoOCMuKa;
rieyeHue

Axmyanvrnocmy. anonarnueckuit reMocuaepos JErkux
(UTJI) — opdannoe 3abosieBaHNe, B OCHOBE KOTOPOTO MPEAIO-
naraercst Ae()eKT WM UMMYHHOE ITOBPEXKICHUE CTEHOK aJIbBEOJI,
KanwuIspoB JIETKUX ¢ IEIOHUPOBAaHUEM TEMOCHJIEPHHA B AJIbBEO-
nax. HecBoeBpeMeHHbIE AuarHocTHKa U Hauano tepanuu UIJI mo-
BBIIIAET PUCK MHBAJIUIU3AIMN OOJIBHOTO.

Onucanue kaunuyeckoeo caydas. C asrycra 2022 1. cranm-
OHApHO HaOMrOJaeTCs IeBoYKa 17 JIeT ¢ AMarHO30M: MIHOMNATH-
Yyeckud remocuepos JErkux. Pe6€Hok ot 3-ii OepeMEeHHOCTH,
3-X CpOYHBIX (PU3MOJOTMYECKUX POIOB. BakuyHanus no xajaeH-
Japto. 13 nepeHecEHHBIX 3a00JI€BaHUM: pecIUpaToOpHble HHDEK-
1y 2 pasa B TojI, B Bo3pacTe 1,5 rona — sxene3oiepuiuTHas aHe-
mus (JKIA), nérkasi, ¢ 3 eT BBISIBICHO OKAPEHHE 3 CTENEHH, B
16 ner — HoBas kopoHasupycHas uHdekips COVID-19. B nedro-
Te 3a0oneBanus (utonb 2022 r): CyXoi HEMPOAYKTUBHBIN Kalllelb
IIpU HOPMAJIBHOH TeMmeparype Tella, IPUCOSUHCHNE OJbIIIKY,
6oy B rpyAHOH KieTke npu ¢pusnyeckoit Harpyske. [Ipu pentre-
HOTpa(uu TPyTHON KIETKU BBISBICHA IBYCTOPOHHSIS TOTMCErMEH-
TapHasi mHeBMOHUS. Ha poHe aHTHOHOTHKOTEpaHU COXPAHSIINCH
MPU3HAKU UHOHUIBTPALUH JETKUX, IBIXaTEIbHON HEI0CTaTOYHOCTH
(IH). Pe6&nok ObL1 rocriuTanu3uposaH. [Ipu noctyruieHun: co-
CTOSHHE CpeHEN TSKEeCTH, IPU (HU3UIECKOH Harpy3Ke TaXUIHO?,
aKpOLMAaHO3, KallleJb CyXOll U BIaXHbIN HeuacTslil, 0e3 npumecu
KPOBH, 110 OCTaJIbHBIM OpraHam 6e3 narosoruu. JlaboparopHo BbI-
siBiteHb! Tpu3Haky JKJIA (THIOXpOMHEs, MUKPOLIUTO3, TeMOTIIOONH
68 1/1), HerTpopunés, mumdorneHus, nopeieHne ypopas C-pe-
AKTUBHOTO Oenka. VICKIIo4eHb! OMNOpTyHUCTHYECKHE HHpEKIHY,
BUY, renarutsl, cudunmc, Tydepkynés. [Ipu MynsrucupanbHoi
komnbroTepHOi Tomorpaduu (MCKT) nérkux AuarHoCTUPOBaHBbI
JIByCTOPOHHUE, MHOXECTBEHHbIE 04ar0BONOJOOHBIE TEHHU 110 TU-
Ty «MaToBOTO cTeKia», Tunuansle s UIJI. B maBaxHOM kuaxo-
CTH YMEPEHHOE KOIMYECTBO CHIepO(aros, rpaHyibl FeMOCHAEPH-
Ha BHewsIeToyHO. C yuéToM Hanmuuus Bexymux cuHapomos: J(H,
Tsokénon KA, tunuansix u3meHenuit Ha MCKT nérkux, BbI-
sIBIIEHUsI cuiepodaroB B MOKpOTe OOJIbHOM ObLT BHICTABIICH JH-
arHo3 — HMANONAaTHYeCcKuil reMocuepos nérkux. Ha ¢one Tepa-
UM TIPEIHU30JIOHOM (2 MI/KT B CYTKH) YAAIOCH OBICTPO KYIHPO-
Bath JIH, yBEenMUHUTH KOHIIEHTPAIIMY TeMOIIOONHA ¥ YMEHBIIUTD
SIBJICHUSI IUCCEMUHAIIUHU B JIETKUX.

3axnouenue. OCOOEHHOCTHIO MPEICTABICHHOTO KIMHUYE-
CKOTo ciydas sBisercs no3anuil nedtor UIJI ¢ ocTpbIM pa3Bu-
TreM TUnu4HbIX cuHapomoB JIH, XXJIA, npu orcyTcTBHH KpO-
BoxapkaHba. CBOEBpeMEHHOE Ha4yaJlo MaTOreHEeTHYECKON Tepa-
ITUH TT03BOJIMJIO YMEHBIINTh PUCK MHBAJIUIU3AMN MAIIUEHTKH U
YIYYIIUTh IPOTHO3.

BPOXOEHHAS LUTOMEIANIOBUPYCHAS
MH®EKLMSA Y HOBOPOXOEHHOIO C BONE3HbIO
MUHKOBCKOIO-LLO®®dAPA

CypkoBa H0.H., Xoxnosa A.ll., MupoHoBa B.A.
Hay4Hbin pykoBoguTens: goueHT E.A. CapkucsiH

OrAQY BO «Poccuinckuin HaunoHanbHbIA
uccnenoBaTenbCKUi MeQULMHCKUI YHUBEPCUTET NMEHMN
H.W. NMuporosa» Munagpasa Poccun, Mockea, Poccus

Knrouesnie criosa: knuHu4eckul criyqal; 8poxx0EHHas
yumomeaasnosupycHas UHeKyus; aHemusi; 6one3Hs
MuHkoeckozo—LlLlochghapa

Axmyanvrocmy. BpoxxaéHHas TUTOMETAIOBUPYCHAsT HH(EK-
nus (BLIMBU) xapakTepusyercs MUPOKHM MHOTOOOpa3ueM KIU-
HUYECKHX IMPOSIBICHUH, YTO 0OYCIOBICHO TPOMNU3MOM IIUTOME-
ranoupyca (LIMB) k pa3nu4HbIM KiieTKaM opraHusma. JlaHHbIi
(hakT CHIXKAET HACTOPO)KEHHOCTh B OTHOIICHHH HACJIEACTBEHHBIX
3a0oneBaHNii, 0CHOBHOE KIIMHUYECKOE MPOSBICHUE KOTOPHIX CXOJI-
HO ¢ BIIMBMH, X0Th 1 iposiBisieTcst 00JIee BIPAKEHO.

Onucanue knunuueckozo cayuas. Manpauk X. OT Marepu
27 net. lanHas GepeMeHHOCTD 3-51, MpoTeKaia Ha (JOHE aHEMUH,
OCTpOii pecriupaTopHoi BUpycHO# uH(pekuu. Ha ynsTpasByko-
BBIX CKPUHHUHTaX IUI0/Ia BBIABSUTUCH aCLUT, reraToCcIieHOMera-
TS, aHeMUs, TOTpeOOoBaBIIas IPOBENICHUS BHYTPHYTPOOHOTO I1e-
penuBaHus KpoBU. Pe6EHOK ponwics Ha 35-if Helerne recTauy ¢
Maccoii Terna npu poxkaernu 2700 1, umHOM Tena 47 cM, OlleHKa
o mikaje Anrap 2/4 6annos. [Ipu pokJIeHUN COCTOSIHUE KpaiiHe
TsDKENoe, 00yCIIOBIEHO TEUCHUEM BHYTPHYTPOOHOH HHGeKnny,
TpeboBaach peaHnManus B poauiibHOM 3ane. [Tocne poxaeHus
YPOBEHb reMOIIO0MHA COCTaBISUT 87 T/J1, POBOAMIIACH TPAHC Y-
3Ms 3pUTPOLUTApHOI B3BecH. Ha 5-e cyTku xu3HM peOGEHOK me-
peBeliéH B OTIeNICHUE PeaHNMallii 1 HUHTEHCUBHOM Tepaniu Ho-
BOPOXIEHHBIX MHOTOIIPOMMIBHOM AETCKOM OONBHUIIBI B TSKETIOM
cocrosHuH. Ilo JaHHBIM KOMIIJICKCHOT'O O6C.]'le)10BaHI/15{ JAuarHo-
CTHpPOBaHAa TUIIEppPEreHepaTopHasl aHeMUsl, CHHIPOM LUTOJIH3A,
THIepOUTHpYOHEMHS, TUTIEpHEPPUTHHEMHS, TOBBIICHUAE YPOB-
Hs C-peaktuBHOro Oenka. Ilo qaHHBIM MOIMMEPHON LIENTHOM pe-
akiun Ha TORCH-undekuun oonapyxena JHK IIMB B kpoBu n
Mode. Ha 20-e cyTkH *HU3HH Ha3HAYEH BaJTaHIIMKIOBHP B COYETa-
HHU C aHTUIIUTOMETaJIOBUPYCHBIM UMMyHoIo0ynuHoM. Ha done
STHOTPOITHOW TEepaIu COCTOSHUE PEOEHKA YITyUIIaaoch, OTHAKO
COXpaHsJIach yacTas noTpeOHOCTh B TpaHC(y3HOHHOH Teparuu.
BbrLsiBiIeHO TakkKe CHU)KEHHE OCMOTHYECKOW PE3UCTEHTHOCTH 3pHU-
TPOLIUTOB, B CBSI3U € YeM OBUIO IMIPUHATO PEIICHHE PACIIUPHTD -
arHOCTUYECKUI MOMCK B CTOPOHY HACJIEJCTBEHHBIX T€MOJINTHYE-
ckux aHemuid. [To TaHHBIM MOJIEKYJISIPHO-TEHETHUECKOTO 00ce-
JIOBaHMsI BBIABJIICHA MyTalus B reHe SPTA2, BcTpedaromascs npu
6one3nn MunkoBckoro—Illoddapa.

Ha nannblii MoMeHT MansuuKy 1,5 ropa, reMoJUTHYECKHE
KpH3BI CIIy4aroTcsl pa3 B 1—2 Mec U TpeOyrOT TOCIUTAN3AINN B
TeMaTOJIOTHUECKUE OTACICHNUS.

3aknouenue. B npencTaBIeHHOM cilydae TSDKENBINA aHEMU-
YECKHUI CHHIPOM JUIUTEIILHOE BPEMsI PACLEHUBAJICS KaK KIIMHHU-
geckoe mposieneHne BIIMBU. CHmkeHrne 0CMOTHYECKOH pe3u-
CTEHTHOCTH 3PHUTPOLMTOB M MOCTOSHHAS MOTPEOHOCTh B TEMO-
Tpancdysusax y aereit ¢ BIIMBU siBisieTcss moBOIOM K MOMCKY
HACJICICTBEHHON aHOMaJIMU CTPOEHUS SPUTPOLIUTOB.
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QOPEKTUBHOCTb NNEYEHUA
NMPOTUBOBUPYCHbIMU NMPEMNAPATAMU
NPAMOIo AENCTBUSA XPOHUYECKOIO
BMPYCHOI'O FEMATUTA C Y OETEN

TasoBa E.B., MargansiHoBa A.T.
HayuHbi pykoBoauTenb: poueHT O.C. MNo3neeBa

PrbOyY BO «WxeBckas rocyaapcTBeHHasa MeguLMHCKast
akagemusa» Munsgpasa Poccun, Mxesck, Poccusa

Knroyesnie criosa: demu; XxpoHUYECKUU 8UPYCHLIU 2enamum
C; npomuseosupycHble npenapamsl Npssmo20 delicmeusi

AxmyanvHocms. MesieHHOE IPOrPeCcCUPOBAHNE U MATIOCHM-
nromHoe TeueHne HCV-undexuun B J1eTCKOM BO3pacTe crocoo-
HO NPHUBECTHU K TSHKENBIM IOCIeACTBUAM. VHTerpays npoTHBO-
BUpYCHBIX TIpenaparos npsimoro aevictsus (IIIII1]) B paboty net-
CKUX MH(QEKIHOHUCTOB PaJUKAIbHO H3MEHUIIA HCXO/IBI JICYCHUSL.

Lenv: onpenenutd d3ppexruBHocTs Tepanuu [TTT1]] xponu-
yeckoro BupycHoro renarura C (XBI'C) y nereid.

Mamepuaner u memoowi. ITpoBenéH peTpOCHEKTUBHBIN aHa-
13 MEULUHCKUX JOKYMEHTOB 65 feTel, HaXOIsIUXCsl Ha AUC-
nancepHoM yuére ¢ XBI'C. IIpu sTom 14 nereil 66110 B BO3pacTe
3-6 ner, 51 6onbHON — 7—14 net. Jnarnoz XBI'C Obu1 moaTBepx-
néH y Bcex nerert meromom TP ¢ oonapyxennem PHK Bupyca
u ero redoruna. [{ns neuennss XBI'C ObLIM HCIIOIB30BaHBI IPO-
TUBOBUPYCHBIE ITpenaparsl IpsMOro ACHCTBUS, COAEpIKalUE TIIe-
Kanpenup/nudpenracsup, copocOysup/Bennaracsup. Obecne-
yenue 6osbHbIX aetelt 1IN ocymecTBisercs 3a cuéT CpeicTB
donna «Kpyr mobpay.

Pezynomamer. Knuanaeckue npossiennst XBI'C y nereit pas-
HOOOpa3HbI, Yallle BCETO OTMEYAINCh MIPOSBICHUS JUCIICTICHYe-
cKoro cuHapoma (14 nanueHToB), aCTEHOBET€TaTUBHOTO CUHAPO-
Ma (4), reMmopparuueckoro cuaiapoma (3). AKTUBHOCTb allaHWH-
¥ aMuHOTpaHcdepasbl y 59 nereli coxpaHsiach MUHUMAJIBHOH, Y
3 nereit — Obuta HU3KOH (2—5 HOpM) M JHIIL y 1 GOIBHOTO JI0-
cTHIIa yMepeHHbIX 3HadeHui (5—10 nopm). Teparus TTTIIT]] ObI-
Ja Ha3HaueHa 57 MalueHTaM B 3aBUCHUMOCTH OT MX BO3pacTa U
Macchl Tena. 44 00onbHBIM ObLIa PEKOMEH/IOBaHA CXEMa JICUCHHS
kxoMOuHanuel rekanpesup/nudpenracsup, 13 nersiM — koMOu-
Hanupel BenmaracBup/codpocOyBup. 3a OONFHBIME MPOBOANIOCH
JMHAMAYecKoe HablfoeHue B TedeHne 12 Hex mocie Kypea mpo-
TUBOBHUPYCHO# Tepanuu. Y 34 GOJNBHBIX ObUT JOCTUTHYT BUPYCO-
JIOTUYECKHH OTBET B CpeiHeM yxke Ha 4-i nenene mpuéma TTITTJ]
— PHK Bupyca He oOHapyxuBajach B KpoBU nanuenTta. buoxu-
MHUYECKast aKTUBHOCTb ()EPMEHTOB Y BceX OOJIbHBIX YMEHBIINIACH
JI0 HOpMaJIbHBIX 3HaueHuil. OqHako y 1 manuenra yepes 12 Hen
ocJIe MPOBEAEHHOTO JICYSHHUs] KOMOMHAIIMEH IpernapaTtoB BeJIIa-
tacBup/codocOyBUp MPOU30mIEN PelUUB — BHOBB OblJla OOHA-
pyxena PHK HCV B kpoBu metonom I[P, npu 3ToM Groxumu-
YeCKasl aKTUBHOCTH COXpaHsJiaCh MHUHUMAaJILHOM.

3axmouenue. Buenpenue I/ npuBeno k 3HaYUTEIBHOM
snuMuHamu Bupyca renaruta C. Ipu Tepanuu komOuHanuei rie-
KanpeBHp/TUOpEHTACBHp ATMMHUHALHS BUpyca coctasmia 100%,
codocOysup/BenmaracBup — 93%. Hamm naHHbIe TO3BOJISIOT TO-
nararhb, 4to B Oymymiem, onaronaps I1I1T1/], MmoxxHO Oyaer mocTur-
HyTb nosiHOM nukBuaanun XBI'C y nerei.

KPUNTOMEHHASA OPFAHU3YIOLWASACS
NMHEBMOHUSA, ACCOLIMMPOBAHHASA
C MUKONMNA3MEHHOW UH®EKLMEN

TapacoBa B.A.
HayuHbin pykoBoauTtens: poueHT C.WU. MNeTtpoBa

®rbOY BO «CaHkT-lNeTepbyprckuii rocyaapCTBEHHbIN
neguaTpuyeckuii MeauLMHCKMn yHmBepenteT» MuHsgpasa
Poccun, CaHkT-INetepbypr, Poccus

Knroueeble crnoga: KnuHuUYeckul criyyal; KpurnmozeHHasi
opeaHu3yroujasics MHeeMoHusi; demu; Mycoplasma
pneumoniae; uazHoCMuKa; fie4eHue

Axmyanvrocms. KpunToreHHast OpraHu3yIOIIascst THEBMOHUS
(KOIT)/obmutepupytominii OpOHXHOIUT OPraHU3yOIIAs THEBMO-
HUA — peakas popMa HANONATHYECKOTO HHTEPCTHLHAIBHOTO 3a-
GoneBanus AE€rkux. Dnunemuonoruueckue ganusie KOII orcyT-
cTBYIOT. [IpuMepHO y 3% MaIueHToB ¢ HHTEPCTULIMAILHBIM 3200-
JieBaHHEM JErkux quarnocrupoBana KOIL.

Onucanue kaunuyeckoeo ciyyas. bonsHoit M., 8 net. Pannnit
aHamHe3 0e3 ocobeHHocTel. OTATOIERHAs aTONNYECKast HAacTe-
CTBEHHOCTb. B Bo3pacte 7 neT nepeHéc ocTpoe pecliupaTopHoe
3a0oJieBaHNEe HEYTOUYHEHHOU 3THOoI0ruu. Uepes 4 Mec NOSIBUINCDH
YTOMIIIEMOCTB, IIOTEPs BeCa, CyXoi Kaulens. PeciuparopHsle us-
MEHEHUs] B BUJIE 0CJIA0JIEHHOTO JbIXaHHs U PACCESHHBIX KPEITUTHU-
PYIOLIMX XPHUIIOB ¢ 00EHX CTOPOH, CHMIITOMBI JIbIXaTeNbHON HeNO-
CTaTOYHOCTH, YMEHbLIeHHE cartyparuu 10 91%. JluarnoctupoBana
akTuBHast MHGekws Mycoplasma pneumoniae. BrIsBIEHBI 3HaUH-
TCIbHBIC (pyHKLll/IOHaJ'IbH])Ie HapymCeHUs AbIXaHU 110 PECTPUKTUB-
HoMy Tuny. ITpu KT opranos rpyaHoii kinetku auddysHo B o6oux
JETKAX COXPAHSACTCS MO3aUYHAs ITHEBMATH3AINs JIETOYHON TKa-
HU 32 CYET YYaCTKOB YIUIOTHEHUS 1O THITY «MAaTOBOTO CTEKJIa» M
YYacTKOB IMOBBIIICHHOW BO3AYIIHOCTH JIETOYHOM TKaHU BCIEN-
CTBHE OpOHXMONUTA. B X0/1e TocuTanu3ayy HCKITIOYaInCh CIel-
uduyeckas HHPEKIHs, aJUIePrudecKuii OpOHXOIErOYHBIH acep-
TWIE3, MyKOBUCLIUI03, IEPBUYHBIM MIMMYHOIE(DUINT, BPOXKAEH-
HBII edunut cypdaxranTa (BBIIOIHEHO CEKBCHIPOBAHHE TCHOB
SFTPC n ABC 3 — myTanus He BBISIBIIEHA), CHCTEMHBIE 3a0071e-
BaHMS, BOCTIAIUTENBHBIEC 3200I€BaHMs KHIIIEYHHUKA, aTOITMYEeCKast
OponxuanbHas actMa. [IpoBeneHa TpaHCTOpaKaibHas OHOIICHS
nérkoro. Mopdororuiyeckas KapTHHa COOTBETCTBOBAIA 04aro-
BOW KPUITOTEHHON OpraHU3ylolleiics NHEBMOHUU C OONUTEPH-
pyroImuM OpOHXHOIUTOM, HHIYLHHPOBAHHBIM MEPCUCTUPYIOIIEH
nHdekureil. bonpHOI MoxyYan aHTHOAKTEpHATBHYIO TEPAITHIO
(KITapUTPOMUIIHH), TITFOKOKOPTUKOCTEPOHIbI, OPOHXOCIIA3MOITH-
TUYECKYIO TEPAITUIO C TIOJOKUTEIBHBIM 3PPEKTOM.

3axnouenue. OnucaH pefKuil BapuaHT KPUIITOTEHHOH opra-
HU3YIOLIENCs THEBMOHUU y peOEHKa § JIEeT, acCCOLIMMPOBAHHBII ¢
Mycoplasma pneumoniae. JInarno3 noarepxaéH Mopooride-
CKUM HCCIIeIOBAHUEM TKAHH JIETKOTO, IOJyYeHHOH IIPH TPAHCTO-
pakaibHON OUOTICHH.
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NEPEBOA U MEXKYNbTYPHAA AOANTALUA
WHCTPYMEHTA CKPUHWUHIA HAPYLUEHUN
KOPMJTIEHUA N HEOOCTATOYHOCTU NMUTAHUA
Y OETEW C OUN (FNST) ANA NPUMEHEHUA

B POCCHUM

TenosiH A.M., Oran T.A., Cycnonaposa I1.C.
HayuHbin pykoBoauTtens: poueHT H.I. 3BoHKOBa

OrAQY BO «[MepBbit MOCKOBCKMI rocyaapCTBEHHbIN
MeauLMHCKUA yHuBepeuTeT nmenn N.M. CeveHoBa»
MwuH3agpaBa Poccum (CedeHoBckuin yHMBepcuTteT), Mocksa,
Poccus

Kntouesnie criosa: demckull yepebparnbHbili napanud; FNST;
Hedocmamo4YHOCMb MUMaxUusi; HapyuweHUe KOPMIIeHUSs

Axmyanvernocms. BoIbHBIE NETCKUM LiepeOpaTbHBIM Mapai-
yoMm (JIL{IT) 3a4acTyro UCIBITHIBAIOT 3aTPYHCHUS MIPH MPOITIATHI-
BaHMU MY, YTO MOXKET IIPUBECTU K HEAOCTAaTOYHOCTH IIUTAHUS U
HU3KON NPUOABKE MACCHI TeJla, 3TO HETAaTUBHO BIMAET HAa UX POCT
u pa3BuTue. HeoOX0oqMbl paHHSs TUarHOCTHKA, PEry/IsIpHBIA MO-
HUTOPHHTI COCTOSIHUS ITUTAHUS, aJIeKBaTHAsl U CBOEBpPEMEHHas 110-
MOIIb 711 YAYUIICHUS COCTOSHUS UX 370POBbs U KauecTBa KH3-
Hu. B Poccuu 1o HacTosiiero BpeMeHu He ObUIO MyOJIMKalluii, B
KOTOPBIX OBUTH OBl IPEACTABICHBI ONPOCHUKY AJIsI CKDUHHUHTA Ha-
pyuienuil nutanus y aereit ¢ JLII.

I]env: obecneunTsh NEPEBO] HA PYCCKUM SI3BIK U MEXKKYIIb-
TYPHYIO alalTalluio HHCTpyMeHTa ckpuHuHra «Feeding Nutrition
Screening Tool» («kFNST») 1ist BeISBJICHHUS TPYIHOCTEH C KOPM-
JIeHWeM U HefoctarodHocTy nutanus y aereit ¢ LI u coepe-
MEHHOTO OOpAILEHNUS K CIELHATNCTaM.

Mamepuanvt u memoovl. MeXKyIbTypHast alanTanus couep-
JKaHMs OIPOCHMKA COCTOsUIA M3 7 3TAIOB: IUNIAHUPOBAHUE aJall-
Taluu, IPSMOH NepeBoJ], CHHTE3 IIEPEBOIOB, CIIEHON 00paTHbII
IepeBo/l, MPOBEPKa Mpoliecca KyJIbTypPHOH 3KBUBAJIEHTHOCTH,
IIPeABapHUTENIFHOE TECTHPOBaHKEe, GOPMHPOBAaHHE OKOHYATEIIh-
HoW Bepcuu. [IpenBapuTenbHOE TECTUPOBAHUE MPeAPHHATBHOMI
BEPCHUHU ONPOCHUKA IIPOBOAMIOCH ¢ yuactueM 30 poxureneii/omne-
kyHOB nieteii ¢ quarnozom JLIT u 10 MmenquumHCKIX paOOTHHKOB.
Bce 3ransl pabotsl nposeaeHsl B CeYEHOBCKOM YHUBEPCUTETE U
OI'AY «HMUL] 300poBbst netein» Munznpasa Poccumn.

Pe3ynomamei. ITOTOBBIN PyCCKOS3BITHBIN alalTHPOBAHHBIIN
4-TIyHKTOBBIM MHCTPYMEHT CKPHUHUHTA MPEACTABISET KOPOTKUN
Y MIPOCTOM ONMPOCHMK JIJIsl BBISBICHUS HAPYIICHUIH KOPMIICHHS U
HejocTaTouHoCTH nuTanus y aereit ¢ JILII B Bozpacre 2—19 nert.
[lepeBon orpocHHUKa HAa PYCCKHUIl A3bIK CTPYKTYPHO HE M3MEHUIT
€r0 MCXOIIHYIO BEPCHIO U OKa3aJICsl IPOCTHIM AJISl IOHUMAHUS KaK
POIUTENAMI/OTIEKyHAMH, TaK U MEAUIIMHCKIMHU pabOTHUKAMHU.

3axnouenue. braronapst mepeBoay U MEKKYJIBTYpHOU ajan-
taruu onpocHuka «FNST» B Poccun nosBuiicst HOBBII HHCTPY-
MEHT [J1s CKPUHHUHIa HapyuieHuil nutanus y aereu ¢ JLII, xo-
TOPBIN NO3BOJIUT BBISABIATH UX HA PAHHUX CTAJUSAX U 00ECIIEUUT
BO3MOXXHOCTH CBOEBPEMEHHON MOAM(DHKAINHN TIJIAHOB JICUSHUS,
YTO YIAYUIIUT JOJITOCPOYHBIE PE3YIIBTAThI.

ATAKCUA-TENEAHMMIKTA3USA: CEMEVHbIN
CNYYAN NO3OHEWA AUATHOCTUKN CUHOPOMA
nyn-BAP

TepeHTbeBa A.B.

Hayu4Hble pykoBoautenu: npodeccop
A.A. Ky3HeuLoBa, A.B. JlobayeBa

®IrBOY BO «CaHkT-lNeTepOyprckunii rocyaapCTBEHHbIN
negnaTpuyecknii MeauLMHCKUA yHuBepcuteT» MuHsgpasa
Poccuu, CaHkT-lNetepbypr, Poccus

Krirodessle criosa: KnuHUYecKul cry4dad; amakcusi;
meneaHauakma3susi; cuHopom Jlyu—bap; duazHocmuka

Axmyanvrocms. Atakcus-reneanrudkrazus (AT, cuaapom
Jlyn—bap) sBasieTcss GopMOl MEPBUYHOTO UMMYHOIEHUINTA
(TTNU ) ¢ ommbounoit penapanueit JTHK n3-3a myraruu B reHe
ATM w nipeapacroNoKeHHOCThIO K OHKOJIOTHUECKUM 3a00JieBa-
HusM. [Ipu nporpeccupyromemM HapylUIeHud MOXOIKH, 3pEHUs U
peuu B COYETAHMU C TEJICAHTMIKTA3USAMHU JJaKe B OTCYTCTBUE TA-
JKeIIbIX MH(EKIMI B aHaMHe3€e TpeOyeTcs IIOMOIIb UMMYHOJIOTa.
AT cpenu ITN ] BcTpeuaercs gacto (1:40—-1:100 TbIc.) 1 Xapakre-
pH3yeTcs IpKUM Pa3HOCTOPOHHHM (DEHOTHIIOM: HH(MEKIUH, Hapy-
IIEHUE [TOXOJKHU U TeJleaHru3krazuu. [Ipu 3ToM AuarHos3 craBuT-
sl B cpeiHeM uepes 5 Jet nocie aedrora 3abonesanus. MHOroo0-
pa3ue CUMNTOMOB NPUBOAMT K 33JepKKE MOCTAHOBKH JTUarHo3a.
ITosTomy BaxkeH aHanu3 Kaxoro ciry4yast AT 1 0cBeTOMIEHHOCTb
Bpauel pa3HbIX CHEIUAIBHOCTEN.

Onucanue kmunuyeckoeo ciyyas. IpencrasnsemM ceMeHHbIN Kiy-
HUYECKUH cirydait mo3aueit nuarHoctuku [11]] B cembe y 3 mereii:
Mansuk Y., 9 net; nesouku C., 7 net u M., 4 rona. bpak II crene-
HH POJICTBA, POJIUTEH 3THUUECKHUE JIE3TUHBI, Y POJACTBEHHUKOB ObI-
JIM CMEPTH JIeTeil B paHHEM Bo3pacTe. Mansuuk Y. B 4 rona nepenéc
TSDKEITYIO THEBMOHUIO, OTMEYAJIach IIATKOCTh TIOXOAKY; ¢ 6 JIeT Ja-
CTBIE pecnupaTopHble HHOEKINHN, MOCTOSHHBIN Kamenb. B 8 et B
CBSI3U C IIPOrPECCUPOBAHUEM aTaKCHU U 3aEPKKOM IICUXOPEYEBOro
pazButus ipu MPT roioBHOTro Mo3ra AMarHoCTHPOBAHbI arpoduye-
CKHE M3MEHEHHS TIOJTyLIapUid K MOKEUKa, BIIEPBBIC BBISIBIICHBI TEJIE-
aHTUIKTa3uH ckiiep. 3anono3pex cunapom Jlyu—bap. [1o pesynsraram
NGS: aa-Bapuant B rene ATM. Y cpenHeil cecTpbl CXOKast KITMHH-
Yeckasi KapThHA: B Bo3pacte 1 rox cnabocts npu xompoe, ¢ 3 et no-
IIaTBIBaHUE, ¢ 6 JIET TeleaHTMIKTa3nH Ha ckiiepax. [lomydeno rene-
THYECKOE MOATBeprKAeHUEe. B epros o6cnenoBanus cectpel Y. u C.
MEPEHOCHIIN 000CTPEHHE XPOHUUECKOTO OPOHXHOIHTA, OCTPBIN PH-
HocuHycHT. JIaboparopHo: TunorammarioOynuHemus, B-mimdonu-
ToneHwus1, cHwkenue yposHeit IgA. Ipu KT opranos rpynHoii kiet-
K1 HIDKHHUE JIOJH JIETKUX M0 THITY «JIepeBa B ITodkax». ¥ aeBodxu C.
IJIMHIpHYECKHe OpoHx03KTa3bl. Y Miaamen M. ¢ 1 roma cinaboctb
TpH X0Ib0E M TeNleaHrIKTa3uH, ¢ 3 net arakcus, npu KT npusna-
KU XPOHUYECKOT0 OPOHXMOIIUTA, JIAOOPATOPHO TMIIOraMMario0yIu-
Hemus, T-mimbornmronenust. [Tnanupyercs Beprdukanys quarHosa

3axniouenue. Y nauuenton ¢ AT B ne6roTe 3a0051eBaHNs BbI-
pa)KeHO HapyIlIeHWEe KOOPIAUHAINH, ITO3XKE TTOSIBIISIFOTCS TeJICaHT U~
9KTa3uH ¥ CHHOMYJAbMOHaNbHbIE nH}ekmu. Hapacraromas arax-
CcHs, IM3apTpHst — MOBOJ K IPOBEAECHUIO TMarHOCTUYECKOTO ITOUC-
ka B otHoteHuu [T1J[-AT emé 10 mosiBlIeHUs TeIeaHTUOIKTa3HI
ckiep. Benenue nanuentoB ¢ AT TpeOyeT MyJIbTHAMCIUILTTHAD-
Horo noaxoza. Het nedenus, cnocoOHOTo 3aMeIuTh Helpoere-
Hepaluio, Ho anTuOakTepuanbHas Tepanus 1 BBUIT HeoOXomumbl
B 3aIIUTE OT HH(EKIMI U IPOrpecCHpOBaHMs OPAKEHUS JIETKHX,
nosToMy BaxkHO BbIsIBUTH [IN]] y neteit, poxIEHHBIX 10 BBEICHUS
PacCIIMPEHHOTO HEOHATAIBHOTO CKPUHHHTA.
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BbIABMAEMOCTb BPOXOEHHbLIX MOPOKOB
CEPOLA Y OETEW NEPBOIO rOAA XXM3Hu
B AMBYIATOPHbIX YCNOBUAX

TeTepuHa O.A."

HayuHble pykosoautenu: B.1O. TiokauéBa',
J1.B. TetepuHa?

'®IrbOY BO «MeTpo3aBoackuii rocyaapCTBEHHBIN
yHuBepcuteT», MuHobpHaykm Poccuu, NeTposasofck,
Poccus;

I'bY3 «lMopoackas aetckas nonuknMHuka Ne 2

r. MeTpo3aBoackar, MNMeTposasoack, Poccusa

Knrouesnie criosa: demu; epoxdEHHbIE MOPOKU cepdua;
OuasHocmuka; ambyrnamopHble ycrosust

Axmyanvrnocms. PanHee BBISBICHNE U JEUCHNE BPOXKAEHHBIX
nopokoB cepaua (BIIC) sBistoTcs BaKHBIMH 1IaraMH Ha MTyTH K
CHI)KEHMIO CMEPTHOCTHU U MHBAIUIHOCTU CPEIU ACTEH.

Lenv pabomul.: onpenenenue ypoBHs BbiaBiasiemoctu BIIC
y nereii 1-ro roa )Ku3HU B aMOYIaTOPHBIX YCIOBHUSIX.

Mamepuanvt u memoosi. B amOynaTopHBIX YCIOBHSAX B paM-
KaX yJIbTPa3ByKOBOTO CKpPHHUHIA CEepAla y IeTell B BO3pacTe 10
3 mec obcnenosano: B 2021 . — 520 gereit, B 2022 . — 241 pe-
6énoK, B 2023 . — 310 nereii.

Pesynomamoi. AHaNN3 TaHHBIX 00CIIEIOBAHUS CepALa y ae-
teir mo 3 mec 3a 2021 . mokazan, uto u3 520 nmereit y 48 nme-
rorest BIIC, u3 HUX AedeKT MexOKeIyq0YKOBOH MEPEeropoaKu
(JAMOKII) — y 24, otkpbIThIii apTepuanbHblii mpoTok (OAIT) —
y 14, crenos nérounoi aprepuu (JIA) —y 8, BpoxxaéHHas HEOO-
CTaTOYHOCTh TPUKYCIHJAIBHOTO KjanaHa — y 1, BpoxagHHas
HEI0CTaTOYHOCTh MUTPAJIbHOTO KianaHa — Yy 1. IIpu aTom oOHa-
PYKEHBI Taroke 729 MaJlbIX aHOMaJIM Ceplla: OTKPHITOE OBAITb-
Hoe okHO (OOO) — y 247 nereit, NoKHAsT XOp/ia JIEBOTO XKey-
nouka (JIXJIK) — y 460, aneBpru3Ma MeKIpeACepAHOM mepero-
ponku (MIIIT) —y 14, yniuHEHHAs eBCTaXxueBa 3aciIOHKa — Y 8,
6e3 naronoruu 6su1 41 pedénok. Io nanueiv Y3U cepara 3a 2022
L.y 19 u3 241 pe6énka 6bu1u BoisiBiensl BIIC (JIMXKII —y 4,
OAIl —y 5, creno3 JIA — y 4, IByCTBOpYATHIH KIIAllaH a0PTHI —
y 2, runoruiasust aoptel — y 1, IMIIIT — y 1), MaJibie aHOMaNINU
cepaua — y 305 (OO0 — y 116, JIXJDK — y 187, aHeBpusma
MIIIT — y 1, ynnunéHHas eBcTaxueBa 3acioHka —y 1), 6e3 ma-
tonoruu Obu1 21 pe6énok. Io nannsiv Y3U cepaua 3a 2023 1. u3
310 nmeteit y 25 66111 BoigBieHb! BIIC (JIMXII —y 5, OAIl —
y 14, creno3 JIA — y 3, koapkTamus aopTel — y 1, Bpoxxa€HHAs
HEIOCTaTOYHOCTh MUTPAJIBHOTO KJlanana — Yy 1, KoMOMHHpPOBaH-
Hblid BIIC — y 1), maneix anomanuii cepana — 394 (OO0 —y
145, JIXJDK — y 246, anespusma MIIII — y 3), 6e3 naronoruu
6bL10 36 meTeit.

3axnouenue. Hanbomnbiiee uncio BIIC y o6GcnenoBaHHBIX
neteit 6u10 BBIsIBNIEHO B 2021 1. Yacto BeTpevarommmucs BIIC
sisttorest JIMIKIT u OATL. YeraHOBIEHO OONBIIOE YHCIO MaJIbIX
aHomaiuii cepaua, ocooenHo OO0 u JIXJIK, koTopbie MOTYT CO-
yeTarbes Apyr ¢ apyroM u ¢ BIIC. O6s3atenbHblil yabsTpa3ByKo-
BOI CKPUHUHT cepjla y AeTel IepBbIX MeCALEB KU3HU CIOCO0-
CTBYET paHHEMY BBISBJICHHUIO IOPOKOB PA3BUTHUS U COXPAHEHUIO
30POBBS M YKU3HU JETEH.

BOCNANUTENDbHbIE 3ABEOJIEBAHUA
KULEYHWUKA U NCOPUA3: HOBbI/ BbI3OB
B NNIEYEHUU

TuxoHoBckun MN.A."

HayuHble pykoBoguTenu: npoceccop
A.C. Noranos'?, npoceccop H.H. Mypawkunn'?

TOrAY «HaumoHanbHbIN MEeAULIMHCKUIA UCCIeaoBaTenbCKuin
LeHTp 3gopoBbsa aeten» MuHsapasa Poccun, Mocksa,
Poccus;

20AQY BO «[MepBbii MOCKOBCKMIA rOCyOapCTBEHHbI
MeauLUMHCKUA yHuBepeuteT nmeHn N.M. CeveHosa»
Mwun3agpasa Poccum (CeveHoBckui yHuBepcuteT), Mocksa,
Poccus

Knouesnbie criosa: demu; 8ocrianumernbHbie 3abosiesaHusi
Kuwe4yHukKa, ricopuas; eeHHO-UH)XXeHepHas buonoesuyeckas
meparnus

Axmyanvrocms. B mocnenHee necATUIETHE OTMEYAETCS yBe-
JMYEHUE TPUMEHEHHS TeHHO-MHXEHEPHBIX OMOIOTUUECKHX IIpe-
naparoB (I'MBII) npu BocnanuTeabHBIX 32001€BaHUSIX KUILIEYHUKA
(B3K), HexoTOpble U3 HUX UCHONB3YIOTCA U B TEPAIIUH IICOpHa3a
(ITc). OnHaxo MoSABIAIOTCS JaHHBIE, CBUCTEIBCTBYIOIINE O pa3-
BUTHH NTApaIOKCATBHBIX PEAKIUH (B TOM YHCIIE ICOPUA30I0100-
HeIxX ([1cIT)) Ha doHe Tepanun MHrHOUTOpaMK akTopa HEKpo3a
omnyxonu-o (antu-OHO-a).

Llens: onpenenuTh 4acTOTy BO3HUKHOBEHUSI IIapal0KCAIbHBIX
Icll-peaxnuii koxu y manuenTtoB ¢ B3K u Ilc Ha doHe neuenus
uarubutopamu HO-a.

Mamepuanet u memoowi. TIpoBei€H PEeTPOCTICKTUBHBIN aHAITN3
UCTOpHIi Oone3HH 15 manueHToB, HAOMIOIABIINXCS B TACTPOIHTE-
postornyeckoM otaesneHuu B 2023 . OueHuBamy cieayomue mo-
kazarenu: BapuanT Ilc (uctunnsiii unu I1clT), TUBII nepsoit nu-
HHH, HeoOXonuMocTh otMeHbl/cMenbl [ UBIT Tepanuu u Bua apy-
roro 'UBII. K cnywasm uctunHoro Ilc oTHeceHBI ManueHTsI, y
KOTOpBIX nepBuyeH [1c u nanuenTs! ¢ nedtotom Ic mocne B3K, y
koTopbiX Ha poHe ['UBII nocTurHyTa pemMuccHs u/uim OTCyTCTBY-
eT yXyauleHue koxHoro npouecca. K napanoxcansusiv I1cll pe-
aKIMAM OTHECEHBI AIUEHTBHI, Y KOTOPBIX NOPAXKECHUE KOXKU BO3-
nukio nociue aedrora B3K, npuuém ['MBIT yeunusanu w/nnu npo-
BOLIMPOBAJIN Pa3BUTHE KOXKHOTO TIOPAXKEHUSI.

Pezynomamur. Cpenu 15 meteit ¢ B3K u e v Icll-peakmmeit
6but10 11 eBouek u 4 Maypauka. Menuana Bo3pacra nereid 16 [13;
17] net. V Bcex aereit auarnoctuposana 6onesns Kpona. ¥V 9 u3 Hux
ormedaics I1cll, y 6 — uctunnslii Ilc. IIpenaparamu nepsoii 1u-
Huy Oput MHrHOUTOpE! ®HO-01: y 7 GONBHBIX afanuMyMad, y 6 UH-
mukcuma0; apyrue I'MBIT—y 1 cekykunyma0, y 1 nkcekusyma0.
Ipu 3ToM y 12 GonbHBIX OTpeboBasiach 3ameHa Ha apyroit [UBIT, y
3 U3 KOTOpBIX Ha (POHE Tepanuu HHPIMKCHMaOoM pa3Biiack [1clI-pe-
axuys, norpedosasiuast cMens! ' BIT-repanuu. ITocnenosarensHas
aHTU-OHO-0 Tepanust 6bu1a y 1 601bHOTO (anamimymat + MHIU-
kenma0). Y 4 nereii Takas Teparus (MHQIMKCHMA0 + agamimymad)
npusena K passutuio [cll-peaxiu, uto, ¢ y4€TOoM THKECTH KOXKHO-
ro Tporiecca, norpedoBasio ormenbl aHTH-OHO-0 Tepanuu y 3THx
OONbHBIX, a y 1 peO&HKa ObLIa TOCTUTHYTA PEMHCCHS KOYKHOTO TIPO-
recca Ha (JOHE TOMYECKOH TOPMOHAILHOM Teparvu.

3axniouenue. Ilpumenenue antu-OHO-o npenapaTtoB MoOxeT
IPHUBOIUTH K PA3BUTHUIO 1APaT0KCANIBbHOIO IICOPHA30II0A00HOIO0 H0-
paXKeHHs KOXH, IOATOMY UL CBOEBPEMEHHON KOPPEKLIUH Tepariu
clietyeT IPOBOAUTD AMHAMUUECKHH MOHUTOPHHT COCTOSHUSI KOXKH
U OCYLLECTBIIATH MYJIBTUAUCLUIIIIMHAPHBIN MTOAXO0 CTIELIUAIICTOB.

* %k ok
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NPEUMYLLECTBA BAKLUWHALMN OETEN
C AYTOBOCNAINUTENbHbIMAN 3ABONEBAHNAMU

Tonkmut M.C.
HayuHbin pykoBoauTtens: E.lO0. MakapoBa

PrbOY BO «CaHkT-lMeTepbyprckuii rocyaapCTBEHHbIN
negnaTpuyeckuii MeanLUmMHCKMn yHmeepceute™» MuHsgpasa
Poccum, CankT-Tetepbypr, Poccust

Kniouesnbie criosa: 0630p; demu; sakyuHayus;
aymosocnanumerbHbie 3aboniegaHusi

Axmyanvrnocme. BpadaM IepBUYHOTO 3BEHA B YCJIOBHAX OTpa-
HUYEHHOT'0 BPEMEHHU NpuéMa TPyIHO ObICTPO NPUHUMATh pellle-
HHE 0 BO3MOXHOCTH BaKIIHHALIMH JIeTEi C UMMYHOCYIPECCUBHON
Teparnuei, 9To MIPUBOAUT K HEOOOCHOBAHHBIM MEIULITHCKUM OT-
BOJIaM OT BaKLMHALIH.

Llens: cTpyKTyprpOBaTh 3HAHUS Bpauel U poaUTENEH O Bak-
LUHAIMY JIeTeH ¢ ayTOBOCHIAIUTEIbHBIMU 3a00JI€BAHUSIMU U pa3-
pabotarb ynoOHBIN OHIAH-ITOMOIIHHUK.

Mamepuanvt u memoodsi. [IpoaHanTH3UPOBaHBI OITyOJIMKOBaH-
Heie B Medline marepuanst ¢ 2000 o 2023 r. [IpoBeneHo aHke-
THUPOBaHUE Bpadyel MeJuaTpoB, TaCTPOIHTEPOIOTOB U PEBMATONIO-
roB amOynaroproro 3BeHa Cankr-IlerepOypra u Cesepo-3anaj-
HOro pernona P®.

Pesynemamoi. TeyeHne ayTOBOCIAIMTEIbHBIX 3a00IeBaHUI
B JIETCKOM Bo3pacTe Oojee arpeccuBHOe. [lanineHTsl Ha HIMMYHO-
CYIPECCUBHOM TEpaIUy HOIBEPTarOTCs HOBBIIICHHOMY PHUCKY TS~
xénoro TedeHust nHQekuuii. [[pumMeHeHne HHruOUTOPOB (hakTopa
HEKpO3a OIyXOJIH-0 [IOMOraeT CHU3UThH BOCHAJICHUE, HO B TO XKe
BpEeMsI [O/IaBIISieT HOPMaJIbHbIE BOCIIAJIUTENILHBIE PEaKIUU POTHB
MH(QEKIMOHHbBIX areHTOB, YMEHbIIIasi MIMMYHUTET nauueHTa. [Ipu
9TOM TaKHe AETH HMEIOT HU3KUI ypoBeHb BakHAMH. COTIIacHO
OTEUYECTBEHHBIM U €BPOIEHCKIM PEKOMEHIALHUSIM, OONBHBIE TOIK-
HBI CIIEJJOBATh PAcIIMPEHHOMY KaJICHOAapIO BaKIIMHALNH, UCKIIIO-
YEHHE COCTABIISIOT )KUBbIC BAaKLIMHBI. B aHKETHPOBaHNY y4acTBO-
BaJIU 2 TPyMNIbl Bpauei: 1-g rpynmna — 51 racTposHTepoIor u Ie-
nuarp (crax pabdotsl Bpadom (Me) 13,6 (2,7; 17,0) ner, cpennee
YHCIIO TAIIMEHTOB C BOCTIAUTEIbHBIMH 3a00JICBAHUSIMI KUILIEY-
Huka B rog — 3 (1; 10)); 2-s rpynma — 46 peBMaTonoros (CTax
pabotsl BpauoMm (Me) 7,8 (2,0; 18,0) net, a manueHToB ¢ OBEHHUIIb-
HBIM MJIUONIATHYECKUM apTpuToM B rog — 75 (26; 130)). Ycra-
HOBJIEHO, uTO 17,6% Bpaueil 1-if rpynmst 8,7% Bpaueit 2-i rpymn-
Bl CYUTAIOT, YTO BAKI[MHAIIMS XHBBIMU BaKI[MHAMH MAIIUEHTOB C
HMMYHOCYTPECCUBHOM Tepamnuei Oe3zonacHa (p = 0,05). Bakuu-
Hal{IO HE)KUBBIMH BaKLIMHAMH CUYMTAIOT OE30MacCHON B COCTOSI-
HuM pemuccun aumb 53% Bpauet 1-# rpynnsl u 36,9% Bpaueit
2-# rpynsl (p = 0,43). Cpenu OCHOBHBIX IPUYMH HETIOIHOM Bak-
LUHALUY JIeTel ¢ BOCMAINTEIbHBIMH 3a001€BaHISIMU KUIIICYHH-
Ka Y FOBEHWJIbHBIM UAMONIATHYECKUM apTPUTOM CIIELUAIUCTHI 1-i
U 2-# TpynI BeIAEIAIOT 60s13Hb ponuteneit (42 u 46%; p = 0,003)
u creruanuctos (40 u 21%; p = 0,001) B oTHOIIEHUH yXy/lLIe-
HUSI Te4eHHs 3a00JeBaHMs MOCe BaKLMHAINH, OTCYTCTBHE JIU-
60 HenocTaTouHast HHGOpMUpoBaHHOCTE poauteneit (30 u 35%;
p =0,071) u Bpaueii nepsuynoro 38eHa (36 u 22% cooTBETCTBEH-
HO; p = 0,023) B HE0OXOAMMOCTH ¥ O€30TTACHOCTH BaKI[MHAIIHH.

3axmouenue. Bpauam HeoOXoquM ynoOHas Iporpamma, KoTo-
pHIit OyeT moMorars NPHHUMATh PEIICHHE O BO3MOKHOCTH BaK-
nuHauu. Hamu paspaboransl telegram-00T 1 MOOMIIBHOE TPHJIO-
JKCHHUE ISl CTPYKTYPUPOBAaHUS HHPOPMAIMH O BaKIIMHAIIMY T1a-
LUEHTOB C ayTOBOCIAIUTEIbHBIMU 3200JICBAHUSIMU.

OWHAMMKA YNBTPA3BYKOBbIX MOKA3ATEJNEN
PETPOBYJIbBAPHOI'O KPOBOTOKA INPU
PA3NUYHON ONUTENBHOCTU CAXAPHOIO
OWABETA 1-ro TUMA Y OETEN

TpudoHoBa E.WU., KauaHos [1.A.

HayuHble pykoBoguTenu: npoceccop
10.I. Camonnoga, goueHT C.B. PomuHa,
poueHT M.B. KowumeneBa

®Ire0Y BO «Cunbupckuin rocyaapCTBEHHbIN MEANLMHCKANA
yHuBepcuteT» MuHsgpasa Poccuu, Tomck, Poccus

Knrouesnie criosa: demu; caxapHbit duabem 1-20 muna;
Ouabemuyeckasi pemuHonamusi; yrbmpa3seykoeasi
OuasHocmuka

AxmyansHocmy. XpoHUYECKasi THIIEPITIMKEMUS [IPU CaXapHOM
nuabere 1-ro Tuna (CII1) sBnsiercss OAHUM U3 OCHOBHBIX (haKTO-
poB paszButus auaderuueckoil perunonaruu (JP). JnurensHoe
OeccummnToMHOe TeueHue [IP, HeyKIIOHHOE TIPOrpecCupOBaHue 3a-
OosieBaHMs OOYCIIOBIMBAIOT 0c000€ 3HAYCHUE PETYISPHOTO O-
TaJIbMOJIOTHYECKOTO MOHUTOPHHIA OOJIBHBIX JIJIsl CBOCBPEMEHHO-
TO BBISBIICHHUS U3MEHEHHH CO CTOPOHBI IVIa3 U BHIOOpA aJieKBar-
HOW TaKTHKH BeJeHHUs nanueHTa. HecBoeBpeMeHHOE BBISBICHUE
npu3HaKkoB JIP MpUBOANT K 3HAYUTENEHOMY CHIDKEHHIO 3pEHHS H
CJIETIOTE, YTO BIMSET HA Ka9eCTBO JKU3HM, a TIOTeps 3peHHs 00Y-
CJIOBJIEHA KAaCKaJOM IaTOJOIHYECKUX U3MEHEHUH CETYaTKH B OT-
BET Ha XPOHUYECKYIO THIEPIITMKeMUI0. [[eHTpaibHBIM 3BEHOM Ia-
torenesa JIP sBisFOTCS MpoLiecchl HapyIIeHUs! KPOBOCHAOKEHUS
CEeTYaTKU C TOCIEAYIONIeH HIlleMHel, pa3BUTHEM OTEKA U PUCKOM
OTCIIOWKH CETYATKH.

Llenv: onpenennuTh N3MEHEHUS YIBTPa3ByKOBBIX IOKa3aTe-
nei peTpoOynbpOapHOTO KPOBOTOKA MPH PA3IMYHON JITUTEIBHO-
ctu C[1 y nereit.

Mamepuanwvr u memoosi. O6cnenoBano 70 6onpHbIx C/1 B
Bo3pacrte 5—18 netr. B 3aBucumoctu ot amurensHoctya CH1 ne-
TH OBUIM pacripefelieHbl Ha 3 TPYNIBL: 1-10 TPYIIy COCTaBHIH
20 nmereit co craxkem CHI1 g0 5 ner; 2-10 — 30 OOIBHBIX CO CTa-
skem CII1 5-10 net; 3-to — 16 manmentoB co craxem CJ[1 6o-
aee 10 ner. IIpoBeneHo onpenenenne ypoBHs NIMKUPOBAHHOTO Ie-
moroouna (HbAlc), opransmockonust, yasTpa3ByKOBOE HCCIe-
JIOBaHHE IVIa3HBIX sI0JIOK U OPOUTHI B pexuMe Jomuieporpaduu.

Pezynomamui. Tlpu noseimenun yposHs HbAcl > 9% BrI-
SIBJIEHA €r0 KOPPEJIIIUs CO CHIKEHHEM CKOPOCTH KPOBOTOKA B
ueHtpainbHoi aprepun cetdatk (IJAC) y GONbHBIX 2-i TpyMITbI
(» <0,05). B pexxume nomnmuieporpaduu npy OLEHKE JTHHEHHOU
ckopocTH KpoBoToka 1o LIAC, rna3HeIM apTepusiM U BEHaM CeT-
YaTKH, 33JIHUM KOpOTKUM IunuapHbM aptepusiM (3KLIA), Bepx-
HUM TJIa3HBIM BEHAaM U MPH CPaBHEHUH JAHHBIX Y OONBHBIX 3
TPYII YCTAHOBJICHO 3HAYMMOE YCTOHYHBOE YMEHBIIEHHE CKOPO-
CTH KPOBOTOKA B 3TUX COCYHax, 3aBUCHMOE OT YBEIHMUYCHUS [UTH-
tenbHocTH C/I1 y mereit (p < 0,05).

3axnouenue. JInurenbHOe BIMSHUE XPOHUYECKOH TUIepr-
mukemuu npu CJ{1 y nereit conpoBoxaaeTcss HapyleHneM Kpo-
BOCHAaO)XEHHS B XOPHOHJIEE U ceTyaTke 0e3 BHIMMBIX COCYIH-
CTBHIX U3MEHEHHH Ha TIa3HOM JHEe. MOHUTOPHHT CKOPOCTH KPOBO-
toka 1o 1{AC, 3KI[A MOXHO UCTIONB30BATh I TUHAMUYECKOTO
HaAOJIIOJICHHUS 32 U3MCHEHUSIMH KPOBOCHAOXEHHUS CETYaTKH NpU
CA1 y nereit.
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AYTOUMMYHHAA FTEMONUTUYECKAA AHEMUA
KAK MACKA Annc-nogosHOro CMHAPOMA

TynynoBa C.A., ObiweBa A.U.
HayuHbi pykoBoguTtens: goueHT J1.E. llapuHa

OrAQY BO «Poccuinckuin HaumoHanbHbI
uccnenoBaTenbCKUi MeaULMHCKUIN YHUBEPCUTET NMEHMN
H.W. Muporosa» Munagpasa Poccun, Mockea, Poccus

Knrouesbie criosa: knuHu4ecKul criyqali; aymouMMyHHbIU
numgponponughepamueHbiti cuHopom; Mymauusi KRAS;
aHemusi; criieHoMmeaarnus

Axmyanvrocms. AyTOUMMYHHBIN UMb ONpoHepaTUBHBIN
cunzipom (AJITIC) — penkoe reHeTHueckoe 3abosieBaHue, 00y-
CJIOBJIEHHOE HAapYIICHHEM BHELIHETO IyTH alomnTo3a JUMGOLH-
Ta, ONOCPEOBAHHOTO MyTalMsiMU B TeHe FAS. Jlns 3a0oneBaHus
XapaxkTepHbl JTUM(paJACHOIATHs], CINICHOMETaIIUs], ayTOUMMYHHast
LUTOTICHUSI, MTOBBINIeHHE MOyl DNT-KIIETOK, CKIIOHHOCTD K
JTMQOUIHBIM 3JI0KaYeCTBEHHBIM HOBOOOpa30BaHUAM. MyTalus B
rene KRAS moxet npuBectr K pazsutuio AJITIC-nogoOHOTO CHH-
npoma, posisisttorerocs kak AJITIC.

Onucanue xaunudeckozo cryyas. Mansuuk, 3 rofa, roCHu-
TaJM3UPOBAH C ’kajg00aMu Ha OOJIb U OrpaHUYEHHE JIBU)KEHHH B
mree, 60ib B )kuBOTE. JIabopaTopHO: TeMOTIIOOHH 83 /11, peTHKY-
noruTh 3,6-4,18%, TpombouuTer 79 % 10°/1, mpoda Kym6ca ot-
pHLaTensHast, TOBBIIEHHE YPOBHEH OOIIMX HMMYHOITIOOYJIHHOB
A, G, M u Buramuna B12. [Tpu Y3U: renarocnienoMeranus 6e3
NPHU3HAKOB NOPTAJILHON MMIEPTEH3UM; IEeHHbIN TuMdaneHut. Hc-
KIIFOUEHBI: TuMQonponudepaTuBHbie 3a00JIeBaHNs, TOPTAIbHAS
THIIEPTeH3Hs, BUpyCHas nH(pekuus Dmmreitna—bapp. [Tauuent
BEINUCAH C AWar€Ho3oM: ['eMonuTHIecKast aHEMHUsI C JTATEHTHBIM
TeMOJIN30M. B MeXrocnuTaibHBIi NepHos] COXPAHSUTICh CIUICHO-
Meranus, aneMus1. [JoBTOpHO rOCIIUTAIN3UPOBaH ¢ CHMITOMaMHU
reMOpparuyeckoro BacKynuTa (Chlib, CycTaBHOH cuHapoM). [Ipu
MOCTYIUICHHH: TeMOIIOOUH 54 1/11, TpomMGormTsl 126 % 10°/11, neii-
xouuThl 2,58 % 10'%/1, cinenoMeranus. Mckirouén 1e0roT reMoo-
JacTo3a M THCTHOLMTO3 U3 KIIeToK JlaHrepranca. JlaHHbIe aHaM-
He3a (JUIUTENBFHO CYIIECTBYIOIINE CIUIEHOMETausl, IUTOTICHHS ),
KJIMHUYECKOTo ocMoTpa (uMdornponudepaTiBHbIA CHHIPOM, aH-
THOHEBPOTHYECKUE OTEKH, BACKYJIUT) U 1aOOpaTopHOro 00cien0-
BaHus (TUIepraMMarioOynuHeMusi, moBsieHrne DNT-KIeToK u
yposusa B12) xapakrepns! aist AJIIIC u AJIIIC-nonoGHOTO CHH-
npoma. /1o morydeHns FeHeTHUECKOTO MOATBEP)KACHHS THarHo3a
pelieHreM BpaueOHOW KOMHCCHH OBLT Ha3HaueH cupoiaumyc. OT-
MEUYEHO KyIHPOBaHHE SBICHUI reéMOpPParnyecKoro BacKyJIuTa,
NaHIUTOIICHUH, CIIJICHOMCIAaJIUuu. B MexrocnuranbHbIN nepuon
PpeOEHOK IOTyYaeT CUPOIUMYC, COCTOsIHUE cTabunbHoe. [Tomyde-
HBI pe3yJbTaThl FTEHETHUECKOTO UCClleIoBaHus: B reHe KRAS BbI-
siTieHa MyTanus ¢.37G>T B reTepO3UroTHOM COCTOSTHHH, Xapak-
tepHas s AJITIC-nonoGHOTO CHHAPOMA.

3akarouenue. s AJITIC u AJITIC-nogoGHOTO CHHApPOMA Xa-
PaKTepHBI MOTUMOP(GU3M KIMHUYECKOTO TEUEHHs, TEHETHUYECKOe
MIOATBEPKICHUE TNarHo3a, BEICOKHH PUCK pa3BUTHS JTUM(QOIIPO-
Jr(epaTHBHBIX ¥ ayTONMMYHHBIX 3a0051eBaHuid. J{JIsl ONTHMHCTHY-
HOTO MPOTHO3a JKM3HH M 37I0POBbSI ALMEHTOB BaYKHBI CBOEBPEMEH-
Hasl IMAaTHOCTHKA M PaHHEe Ha3HAuUCHUE TePaITiH.
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OCOBEHHOCTU ®U3UYECKOIO PA3BUTUA
U NUTAHUA OETEWU C OUCTPOPUYECKOU
®OPMOW BPOXXAEHHOIO BYNME3HOIO
3NMUOEPMONU3A

®domuHa A1.3.", Anmumosa A.M."

Hayu4Hble pykoBoguTenu: npodeccop
H.H. Mypawkun'?, goueHT H.I. 3BoHKOBa'?

'®IAOY BO «[epBbiti MockoBCkuiA rocyaapCTBEHHbIN
MeauLMHCKUA yHuBepeuteT nmenn .M. CeveHosa»
Mwun3agpasa Poccum (CeveHoBckui yHuBepcuteT), Mocksa,
Poccus;

20lAY «HauunoHanbHbIN MeaULMHCKUIA nccreaoBaTenbCKUM
LleHTp 3gopoBbsa aeten» MuHagpasa Poccun, Mocksa,
Poccus

Knrowesbie cnosa: demu; 8poxX0EHHbIU b6yrnné3Hbil
anudepmornu3; chusudeckoe pasgumue; HympumueHbil
cmamyc; HympumusHasi noddepxxka; 2acmpocmomusi

Axmyanvbnocmys. Bpoxxa€HHBIN Oy/IE3HBIN SMHASPMOIIN3 MIPO-
TEKaeT ¢ 00pa30BaHUEM My3bIpEil Ha KOXKE M CIIM3UCTBIX 000J104-
KaX, COIPOBOXKIAETCs HapyIIeHUsAIMH Qu3ndeckoro pa3Butus (OP)
JIeTel, YTO BIUSET HAa KaYE€CTBO M IPOAOJDKUTEIILHOCTD UX JKU3-
uu. Jluctpopuueckas hopma OymiésHoro snuaepmoinsa (JIb3) —
TSDKENAs 110 TEUEHHIO, BEAET K TPO3HBIM OCIIOKHEHUSIM U TpedyeT
Jie4eHHs B OTAEICHUH XUPYPIUU U PeaHUMALIH.

L]eny: onpenenuTs 0COOEHHOCTH (HU3UUECKOTO Pa3BUTUS U
nuranus y pereii ¢ JIbD.

Mamepuanvt u memoowi. llpoBenén aHanu3 JaHHBIX HCTO-
puii Oone3HH 7 mManueHToB (MajbuuKka U 3 JEBOYKH B BO3PACTE
2-16 ner) ¢ IBD. Jletn ObuTH paciipeeeHbl Ha 2 TPYIIIbI 110 Ha-
JIMYHIO/OTCYTCTBUEO TaCTPOCTOMBIL. BbuH O1leHe b moka3arenu OP
no crangapram BO3 ¢ pacuerom Z-score: poct/Bospact (HAZ),
Bec/Bo3pact (WAZ), unnexc Maccol Tesa/Bo3pact (BAZ) npu nep-
BUYHOM MOCTYIUIEHUH U B IMHAMUKE, YUCIIO OTIEPaLUii IO MOBO-
Iy CTPHUKTYD THIIEBO/A.

Pesynomamer. Huzkopocnocts (HAZ < —2) u nepunur mac-
col Tena (WAZ < —2) Habnropanuch y 5 OOJIBHBIX, yMEPEHHAS-TS-
xénas HeoCTaTOYHOCTh NuTanus (BAZ < -2) — y 4 nereit. Y 4
GonbHBIX ObLTa HAJIOKeHA racTpocToMa. CpetHHil BO3pacT IpH rep-
BOI rocrmranu3anuu coctasua 60 Mec, mpy noctyrienuy B 2023
r.— 114,86 mec. 3nauenns nokazareneid 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-
gyeHueM 3abosieBaHus nokasarenu OP yxymmanucs u B 2023 1. y
netelt ¢ ractpocroMoi 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) cooTBEeTCTBEHHO. Y TMAIMEHTOB C FACTPOCTOMOM MOKa3a-
term OP 110 1 yepes3 > 5 Mec nocrie €€ MoCTaHOBKU ObLTM HU3KUMU U
He ynyuwanick: WAZ 4,44 u 4,36 (p =0,47); HAZ -3,19u 3,17
(»=0,47); BAZ 3,47 u-3,84 (p = 0,39) coorBercTBenHO. Cpennee
YHCIIO BMEIIATENbCTB 110 OBOY CTPUKTYp IHIIEBOJA Y OOJIBHBIX
C raCTPOCTOMOI cocTaBmIlo 6, 6e3 ractpocrombl — 1,7 (p = 0,01).

3axnouenue. bonpmmHCTBO neteit ¢ [IbD nMerot BeIpakeH-
HYIO 3aJIEp’KKY POCTa M XpOHHUYECKYIO HEIOCTAaTOYHOCTh IIUTAHMSI.
OCHOBHOE NOKa3aHUE K HAJOXKEHUIO FACTPOCTOMBI — HETIPOXOAU-
MocCTb nuneBoga. HecMoTpst Ha BO3MOXKHOCTB IIPOBEACHHS Oa-
JIOHHBIX AWUJIATAlM{, IETAM ¢ OEIKOBO-3HEPreTHUECKOI HeocTa-
TOYHOCTHIO HEOOXOIMMBI CBOEBPEMEHHAsI FACTPOCTOMHS M JHTe-
panbHasi HyTPUTHBHAS OAEPIKKA.
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D-2-TMOAPOKCUTTMIYTAPOBAA ALIMAOYPUA 1l TUNA

Xoxnoga A.lN., Nunacosa A.Ll., AnekcaHgpoBa [1.M.,
MponnetkuHa K.A.

HayuHbin pykoBoauTtens: poueHT E.A. CapkucsaH

OrAQY BO «Poccumnckun HaumoHanbHbIn
nccnenoBaTenbCKUA MEOULNHCKUIA YHUBEPCUTET NMEHU
H.W. Nuporosa» Munsgpasa Poccun, Mockea, Poccus

Kniouesnbie criosa: knuHu4eckul criydal; ayudypus;
anunericusi; KapOuomMuonamus; Mymauyusi;
2udpokcuanymapam

Axmyanvnocms. D-2-TUAPOKCHTIYyTApOBast aluaypus
(D-2-HGA) II Tuna siBisiercs 3a00JIeBaHUEM C YCTaHOBJICHHOM
STHOJIOTHEN U pa3BUBAETCS B pe3yibraTe MyTaluu B rene IDH?2.
O0pa3zyromuiicsi B U30bITOYHOM KonudyecTBe D-2-ruapokcuntyra-
par (D-2-HG) oGnagaeT uuto- 1 HEHPOTOKCHYECKUM JEHCTBHEM.

Onucanue kaunuyeckoeo ciydas. Mansauk I. ot 1-if 6epemen-
HOCTH, 1-X caMOCTOSITENbHBIX POJOB Ha 41-if Helemne recTaluy Ha
(oHe xpoHnYeckoi runokcuu. Macca Tena npu poxaenun 2950 T,
JurHa Tena 50 oM, oreHka no mkane Anrap 8/8 6amios. Cocrosi-
HHe TsDKENnoe, 00yCIIOBICHO acMPallMOHHON THEBMOHHMN, CHHIPO-
MOM yrHETEHUs IIeHTpaJIbHOW HepBHOI1 cucTeMbl. Ha oHe nposo-
JIIMOTO JISYSHUsI CIYCTA 18 cyT BBINKCAH C TIOJIOKUTEIBHON -
HaMuKoi. B Bo3pacte 6,5 Mec Ha GoHe TeUeHHsI pHHHUTA Pa3BUIICS
OunarepalbHbI TOHUKO-KJIOHUYECKUiT pucTyIl. Bei3BaHa Opura-
na ckopoit memuiHcKoi nomouu (CMII), npuctyn KynupoBaH
BBe/IeHHEM auasenama. PeOEHOK ObLI TOCHUTANIN3UPOBAH C LEIbIO
oOcnejoBaHus 1 JiedeHus. [Ipy mocTyIieHnn CocTosHUE TSKENoe,
00yCIIOBJIEHO HEBPOJIOTHUECKOH cumnroMaTukoi. [1pu obmem oc-
MOTpPE MBIIICYHBIH TOHYC ObUT MU PY3HO CHIDKECH, O0paliaiyi Ha
ce0st BHUIMaHHE CTHTMBI IU3dMOPHOTeHe3a: HU3KOPACTION0KEHHBIE
JMCIIACTUYHBIC YIIHbIE PAKOBHHBI, INMPOKask CIMHKA HOCA, HAJIU-
yype 3MuKaHTa. PeOEHKy ObLIO MPOBEICHO KOMILIEKCHOE 00CIen0-
Banue. [Ipu sxokapaunorpadun onpeaensiach BoIpakeHHas TUIIa-
TaIMs JIEBOTO xemynodka. [To manHbIM aekTposHuedanorpadum
3apEeruCTPHPOBAHO HECKOIBKO HKTABHBIX MATTEPHOB B BUAE I10-
SIBIIGHUSI PUTMUYHOMN CITAWKOBOW aKTUBHOCTH.

Pe6énok B Bo3pacTe 7 Mec ObLII KOHCYJIBTUPOBAH T€HETHKOM.
le/l HCCJICAOBAHNU MOYHU BBIABJICHO PE3KOC IMOBBIIICHUE KOHIICH-
tpauun D-2-HG. Ilo pe3ynbraraM HIUTOr€HETHUECKOTO M MOJIEKY-
JSIPHO-TEHETUYECKOTO o0cienoBanus: kapuotui 46 XY, MyTanus
de novo B rene IDH2: ¢.419G > A B reTepO3UrOTHOM COCTOSIHUH.
Ha ocHoBaHMM 3THX NaHHBIX yCTaHOBJIEHA D-2-THAPOKCHUIITyTa-
poBas arunypus 11 Tuna. Hasnauena xomrmiekcHasi Tepamnusi, Ha-
IpaBJICHHasA Ha JICYCHUC KapAWMOMUOIIATUU U KYIIUMPOBAHUE DI~
JISITHYECKON aKTHBHOCTH. Takxke ObUT Ha3Ha4YeH L-KapHUTHH U
pubOGIIaBHH B CBSI3H C OCHOBHBIM 3200JICBAaHUEM.

Ha nanHBII MOMEHT peOEHKY 3 Toa, OTMEYaeTCs BEIpayKeH-
HOE OTCTaBaHHE B HEPBHO-IICHXUYECKOM PAa3BUTHH.

3axnouenue. B Poccuiickoit @enepanuu Ha JaHHBIA MOMEHT
OTCYTCTBYET ONHCaHKue KiuHuueckux ciydaeB D-2-HGA 11 tuma.
B cBs13u ¢ OTCyTCTBHEM OCBEIOMIIEHHOCTH JICYCHHE MAIlUCHTOB
HAYMHAETCS Y)KE TP BBIBICHUU TSOKEIBIX MPOSIBICHUI TAHHOTO
3a00JIeBaHMs, YTO CONPSDKEHO C HEOIAarompusITHBIM IIPOTHO30M.

& %k ok

XAPAKTEPUCTUKA BPOXOEHHOMN
BPOHXOJNErO4YHON NATONOrMN Y OETEN
CTABPOMOJIbCKOIO KPAS

LbioynuHa A.B.

HayuHble pykoBoautenu: aoueHT M.C. lNyctabaeBa,
poueHT T.A. Benaw

®IrB0Y BO «CTtaBpononbCKMi rocyqapCTBEHHbIV
MeauLUHCKUA yHuBepcuTeT» Munsgpasa Poccun,
Craspononb, Poccusi

Knroyesnie criosa: 0emu; 8poxXOEHHbIE MOPOKU pa3gumusi
néekux; Cmasponornbckull kpat

Axmyanvrocmy. BaxHo# npoOiemMoii Ay nequaTpuieckoi u
ITyJIbMOHOJIOTMYECKOW MPAKTUKHU SIBIISIOTCS BPOXKIEHHbIE TIOPOKU
nerxarensHol cucteMsl (BITJIC).

Lenwv: onpenenuts xapakrepuctuky BIIJIC y HOBOpOXIEH-
HBIX eTell CTaBpOMOIbCKOTO Kpast.

Mamepuaner u memoowi. ITpoBen€H peTpOCIEKTUBHBIN aHa-
13 63 craloHapHBIX KapT 60sbHBIX ¢ quarno3om BITJIC, Haxo-
JUBIIUXCS Ha jiedeHun B KpaeBoil neTckol KIIMHUYECKO O0lb-
aune B 2018-2023 rr. Kpurepuem BKIIFOYEHUS B UCCIIETOBAHHE
OblIa MPUHAISKHOCTH HO30JIOTHUECKON €IMHUIIBI IOPOKA K pas-
nenam Q32—Q34 MexayHaponHO# kiaccupukanuu O0one3Heit
10-ro nepecmortpa.

Peszynomamsi. Yacto Berpedatomumucs BITJIC y nereit 6putn
aHOMAaJIMK TpaxeoOpoHXUalbHOIO AepeBa — Yy 27 (42,8%) nereii,
pexe BCTPEYaINCh KHCTO3HO-aIEHOMATO3HBIN MOPOK Pa3BUTHS
nérxux —y 9 (14,3%), runorutazust nérkux — y 9 (14,3%), Tpa-
xeomarsinus —y 7 (11,1%), nobapnas smpuzema — y 6 (9,5%),
NepBUYHAs LUIMapHas auckuHesus — y 3 (4,8%), Oymnésnas
nucrutasus — y 1 (1,6%), aprepuoBeHo3Has TpaHcopmanus
nérxkoro — y 1 (1,6%). Aurenaransno BIIJIC Obln BbLsiBIIEH y 2
(3,2%) mnonos. Heru, koropsie umenu BIIJIC, yame npoxuBa-
JM B CeNbCKON MecTHOCTH (64%). Mansuukn Oomnenu Jarie, 4em
neBoukd (63 u 37%). detu ¢ BIIJAC poxaanuck yamie JOHOLIEH-
HbIMU (87%). B 49% ciyuaeB quarno3 ObLT BBICTABIICH Cpa3y I10-
ciie poxjeHus. B OonbiuHcTBe citydaes auarHo3 BITJIC 6bL1 no-
CTaBJICH 110 IaHHBIM KOMIIbIOTEpHOU TOMOTrpaduu nérkux (56%).
VY 54% o0citenoBaHHBIX MAIMEHTOB B HEOHATAIEHOM IIEPUOJIE OT-
MeyaJlach THEBMOHMSI € 3aTsKHBIM TeueHHeM, Y 24% MalueHToB
HaOJIONANNCh JbIXaTeIbHbIe HApyIICHUs 0e3 BOCHaINTEIbHbBIX
U3MEHEHUH KPOBH.

3axmouenue. BITIIIC cocTaBiIsAoT 0OCHOBY A7s1 (GOpMUpPOBa-
HUS XPOHUYECKOI OPOHXOJIErOYHO MaTONOrHH, TIOATOMY H3y4e-
HHE UX CTPYKTYPBI U XapaKTEPUCTUKH CIIOCOOCTBYET MOBBILICHUIO
KayecTBa MEAUIIMHCKONW IMOMOIIY MalMeHTaM, YMEHbLIEHHUIO Ya-
CTOTBI 00OCTPEHHH.
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TAXENOE TEYEHUE KOPU C KULWEYHBIMU
OCIOXHEHUAMU, TPOMBOLUTONEHUEN
M OCTPbIM NOBPEXXAOEHMEM NOYEK

Y NOAPOCTKA

Yaran B.B., lywHukos P.E.
HayuHbi pykoBoguTens: goueHT H0.B. UBaHOBa

®IAQY BO «[epBbit MOCKOBCKUI roCyAapCTBEHHbIN
MeauuuHCKuiA yHusepceuteT nmenn .M. CeveHoBa»
MuH3anpaBa Poccumn (CedeHoBckuin yHMBepcuTeT), Mockea,
Poccus

Knroyeable crioea: KIUHUYECKUL Clyyall; Kopb; 8aKUuHayuUs
0m KOpu; KOpb Y MOOPOCMKOE; 0CMPOe Mo8Pe)AeHUe MoYeK

Axmyanvrocms. Kopr — BUpycHast UHOEKIHS C KpaiiHe BbI-
COKHM YPOBHEM 3apa3HOCTH, KOTOpas pacrpoCTpaHeHa CpeH Jie-
Teit. TpoMOOIUTONIEHUS SIBIACTCS XapaKTEPHBIM CUMIITOMOM KOpH
(66,7% ciyuaeB) 1 €€ BOSHUKHOBEHHE MOXHO OOBSICHUTH HHTCH-
CHBHBIM PacXoIoM KPOBSIHBIX TJIACTHHOK, KaK HEPBUYHOTO Oaphe-
pa Ha IyTH pacIpoCTpaHEHHs BUpyca B OpraHu3Me. 3a MocIeJHAi
rox B Poccuiickoit @enepannn 3adgukcupoBan pocT 3a00neBaeMo-
CTH KOPBIO, YTO TOATBEPKAAET HEOOXOIUMOCTh CBOEBPEMEHHO-
TO BBISBICHHS SIHIEMHYECKUX 04aroB M BAKLMHONPO(DHIAKTHKH.

Onucanue knuHuyeckoeo ciyyas. Mansauk H., 15 ner, 3a6o-
JIeNl OCTPO, KOI/Ia CTajl OTMeuarh IMOBBILIICHUE TEMIIeparyphl Te-
na 1o 39-40°C, xamens, HacMopk. Ha 2-ii nenp 00Je3HU TTOSIBY-
Jach TSTHHUCTAs CHINTb CHAavala Ha KOXKe JIIA, 33 YIIaMH, 3aTeM
1o Bcemy Teiny. Ha 3-it neHp — mpu Kaiie MOKpoTa C ajoi Kpo-
BBIO, KHUJIKHUH CTyN 70 2 pa3 B CyTKH, pBOTa 110 5 pa3 B cyTku. Ha
4-ii neHb ¢ Havaa 3a00JIEBaHUs MaJIBYUK ObUI JOCTaBjiIEH B WUH-
(hexMoHHbIH cTannoHap. M3BecTHO, 4TO B KOJUIEKE, B KOTOPOM
oOyuaercst peOEHOK, KapaHTHH 110 Kopu. IareHT ot kopu He npu-
BuT. [Ipy mocTyruieHun coctosiaue pedbEHKa TsHKENoe, THXOopa-
ka 38,5°C, oTMedaeTcs BSUIOCTh, OTHOKPATHAsI PBOTA, TIOBTOPHBIE
HOCOBBIE KpoBOTeueHHs 10 4—5 pa3 B cyTku. Ha tene — msatHu-
CTO-TIAITyJIE3HAs ChIIb C TEMOPPArn4eCKUM MPONUTHIBAHKEM B 00-
JIACTH TPEIIUICYUil U TPYAHON KJIETKU, Ha CIM3HCTONW 000JI0uKe
nosioctu pra — natHa Punaropa—Komuka. [IpucyrcrByer ku-
[IevHasi CHMIITOMATHKA: TOITHOTA, YpUaHUe KUBOTA IPH HaJIbIia-
ud, quapesi. OTMedaeTcs: runepeMusi KOHBIOHKTUB I1a3, a TakK-
K€ OOMIIBHOE CIIM3HCTO-THOWHOE OTAesieMoe. B KpoBu marueH-
Ta OblIM OOHapyxeHb! IgM aHTHTENA K Kopu. B o0mmem aHamuse
KpoBU ObLIa BbIABIEHa TpoMOouuToneHus 131 ThIC/MKI eiiKo-
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: KpeaTHHUH — 113 MKMOJIB/JTI, CKOPOCTB
kiyooukoBoii ¢puisrpanuu (CK®) mo ¢popmyne Isapra 57 mn/
muH / 1,73 M2 B o01ieM aHaim3e MOYHU: JICHKOIIUTYPHsL, MUKPO-
MpOTenHYpHs. AHAIN3 Kajla Ha KUIICUHYIO IPYIILY: OTpUIaTelb-
Helil. Ha ¢oHe aTnoTpomHON (IUIpodIoKcanuH B KOHBIOHKTH-
BaJIbHBIN MEIIOK) ¥ CUMIITOMAaTHYECKOH (TPHCOJIb, METAMHU30I,
BHUKACOJ, 3TaM3UJIaT) Teparuy JOCTUTHYT HOJIOKUTEIbHBIN KIIU-
HU4Yeckui 3¢ dexT. PEOEHOK BBINUCAH U3 CTAI[MOHAPA B YIOBJIET-
BOPUTEJILHOM COCTOSTHUH.

3akmouenue. JlaHHbIA KIMHUYECKUI CIIydail AeMOHCTPUPYET
TSDKENOE TeYeHUe KOPH Y TOJPOCTKA, YTO elIé pa3 MOATBEPIKAAET
HEOOXOIMMOCTb IMMYHH3ALUH BCEX CIIOEB HACETEHUS OT KOPH.

MAPKEPbI PEMOOENUPOBAHUA KOCTHOW
TKAHU B AUATHOCTUKE
HEOU®®EPEHLUWPOBAHHOW OUCMINA3UMN
COEOQVHWUTENBbHOW TKAHU

YepHsaxoBckas [.B.

Hay4HbIn pykoBoaguTenb:
goueHT M.B. [IBopHUYeHKO

®rb0OY BO «Cwnbupckun rocyaapCTBEHHbIA MEANLNHCKUIA
yHuBepcuteT» MunHsgpasa Poccum, Tomck, Poccus

Knouesnbie criosa: demu; HedughghepeHyuposaHHasi
ducnnasus coeQuUHUMeEbHOU mKaHu; criopmueHasi
meduyuHa, ocmeoKarnbyuH; nepugepudeckasi Kpoeb

Axmyanvnocms. Pa3nuuHble nposiBieHUs: 0oie3Hell KoCT-
HO-MBIIIEYHONW CHCTEMbI U COETUHUTENILHON TKaHU 4acTO OIpe-
JIENSIOT BBIOOpP CIIOPTUBHOM Kapbephl aisl pebénka. [Ipu Hamu-
yny HeudhepeHInpOBaHHON JUCTIIa3UH COSTUHUTEILHON TKaHH
(HACT) unreHcuBHbIC pU3NYECKUE HATPY3KU MOTYT CIIOCOOCTBO-
BaTh NPOrPECCUPOBAHUIO PA3IMYHBIX ()OPM MATOJIOTHH.

Lenv: onpenenutsd Begymye OHOMapKepbl PeMOACITHPOBAHUS
koctHoH Tkanu npu HICT y nereii.

Mamepuanst u memoowt. Ouenky BaemHux npusHakos HICT
MPOBOJMIIN € IOMOIIBIO MOIM(UINPOBAHHOTO OATIIBHOTO CKPH-
HHUHT-aJITOPUTMA [UIS TOAPOCTKOB, 3aHUMAIOLINXCSI CIIOPTOM, UTO
MO3BOJIMJIO BBIACIUTH 2 IPyNIbl OOJbHBIX: C MUHUMAaJIbHBIMU
(1-1 rpynma) u BeIpaxkeHHbIMU (2-s rpynmna) npu3Hakamu HICT.
Konnenrpanuto ocreokansiaa u CrossLaps B CBIBOpOTKE Kpo-
BU OIIPE/IEIISUIA METOIOM HMMYHO(EPMEHTHOTO aHaIn3a. AKTHB-
HOCTB 001I1eH (pakiuu Kucioit hocdarassl ONMpeaesiii ¢ TOMO-
uipto Habopa Gupmbl «Thermo Fisher Scientificy.

Pesynvmamsr. OGcnenoBano 25 NOAPOCTKOB-CIIOPTCMEHOB
11-14 ner: 1-a rpynna (4—6 6amnoB) — 10 neteid; 2-1 rpymnna
(> 7 6amnoB) — 15 nereil. Y IOHBIX CIIOPTCMEHOB C ITOKa3aTeIIsIMA
mikanel HIICT 7 6amnoB u 6onee 6bu10 BhIsiBICHO 6—10-KparHOe
YMeHbIIeHHEe KOHIIEHTPAIMi MapKepoB KOCTHOTO PeMOIEINPOBa-
HUS C MOCJIEAYIOIMM BOCCTAaHOBIEHHEM HX ypoBHeH. [Ipu sTom
YCTaHOBJICHA TECHAsl PsiMast KOPPEISILUS MEXY KOHLEHTpAIIU-
ssmu CrossLaps 1 octeokansiuna B kpos (7 = 0,89; p = 0,001).
VY cnopTcMeHOB-NIOAPOCTKOB ¢ nokaszarensmu mxansl HICT me-
Hee 7 0ayuIoB BBISBICHBI TECHBIE KOPPEISIHS MEXKAY YPOBHSI-
MH OCTEOKaJIbLIMHA M 00111ero Kanbius B Kposu (r = 0,90; p =
0,05) u conepxanueM meao4Hol pocdarazpl 1 HOHU3UPOBAH-
Horo kanbiys B kposu (» = 0,90; p = 0,05) npu qUCTaHTHBIX T10-
KazaTeJsiX peMOJIeIMPOBaHNs KOCTHOM TKaHU B Impejenax pede-
PCHCHBIX 3HaUYCHHH.

3axniouenue. YcTaHOBIIEHA TOYKA MHHAMYMA B JHHAMUKE
MoKazaresieil B KpOBU KOHIICHTPAIMH MOJEKYISIPHBIX MapKepoB
OCTEOreHe3a U OCTEOIM3a B 3aBUCUMOCTHU OT CTETICHH BBIPAXKEH-
HOCTH JUCIIIACTHYECKOTrO (DEHOTHUIA Y TOAPOCTKOB-CIIOPTCMEHOB,
YTO UMEET AUArHOCTUYECKOE 3HAUCHHE.
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OCBEAOMJIEHHOCTb POOUTENEN O BUTAMUHE
D W EFO NPUMEHEHWUW Y OETEWN

YepHaxoBckasa [.B., ByxpsikoBa [.A.

HayuHble pykoBogutenu: goueHT T.C. Cokonosa,
B.[. NMpokonbeBa

Ore0OY BO «Cnbupckun rocyaapCTBEHHbI MEANLMHCKUIA
yHuBepcuteT» MuHsgpasa Poccum, Tomek, Poccus

Knouesnbie criosa: demu; sumamuH D; podumenu;
0ce8edoMIEHHOCMb

Axmyansnocme. B HacTosiee BpeMsl yCTaHOBJICHO, YTO POJIb
BUTaMuHa D He OrpaHUYMBaETCs TOJBKO peryisiuei dpocdop-
HO-KaJbLIMeBOro ooOMeHa. Buramun D urpaer 3HauMMyIo poJib B
(YHKIMOHMPOBAaHUY BCeX (DYHKIMOHAIBHBIX CUCTEM PACTYILETO
OpraHu3Ma, 0COOEHHO SHIOKPHHHOM, UMMYHHOI W OOPHO-/IBH-
rarensHO#. [Ipu 3TOM 3HaHMS poauTeneit o BuTamuHe D st o6e-
CIIEUEHHUS IPUBEP>KEHHOCTH aeKBaTHOMY IIPIMEHEHHIO BUTaMH-
Ha D y nereil u3y4eHsl HEOCTATOYHO.

Llens: onpenenuTh OCBENOMIEHHOCTh POJUTENEH O BUTAMHU-
He D u ero npuMeHeHHHn y A€TEH.

Mamepuanvl u memooul. IIpoBeIeHO OZHOMOMEHTHOE HC-
cnenoBanue 160 poauTeneit/3akOHHBIX MTPECTABUTENCH eTel B
BO3pacTe OT POXKACHUA A0 18 JIeT ¢ UCTIOIH30BAHUEM aBTOPCKO-
ro aHOHUMHOTO onpocHuKa. Onpoc NpoBoawMiICs Ha Oa3e AeTCKOi
KIMHUKY U OHJalH Ha miardopme YandexForms. YpoBeHb Ha-
JNEKHOCTH OMPOCHUKA YNOBJIETBOPHUTEIBHBIN (0-KOd(hdHUIHeHT
Kpon6axa > 0,7).

Pezynomamur. Cpeqauii BO3pacT peCOHACHTOB COCTABUI
37 + 0,2 roga. Ha MomeHT ompoca Gosiee MOJIOBHUHBI POIUTEICH
JaroT cBouM netsiM ButamuH D. Cpeny nanHbix poauteneit 70,5%
naroT BUTamMuH D eTam B Bo3pacte oT poxaeHus 1o 3 set; 20% —
ot 4-10 net; 9,5% — ot 10-18 net. BoXPIIMHCTBO y4aCTHUKOB
(81,4%) ncnone3yroT mpemnaparsl BUTaMuHa D B BUze pacTBopa;
85,5% 3HaI0T 0 BaXHOCTH €XETHEBHOTO NMpreMa BuTtamuHa D,
BHE 3aBHCHUMOCTH OT Bo3pacTa pedénka (93,5%). IIpu oTBeTax Ha
TeopeTudeckue Bonpockl o Butamuue D 99,3% ponureneii otme-
TWIH, 4TO Ae(PUIUT BUTaMHHA D MOXET MpUBECTH K MpobiaeMam
€O 3710poBbeM Yy aereit, 36,1% — uTo camoil ysI3BUMOH rpynIoi
0 pa3BUTHIO AeduimTa BUTaMUHA D SBISIOTCS JETH B BO3pAcTe
1o 6 mec. Ha Bompoc o no3npoBke ButamuHa D, koTopasi mpuHu-
Maetcst pedéHkoM, 80% ykaszanu HO3UPOBKY, COOTBETCTBYIOILYIO
BO3pacty pedeHka, 3% — 103y HKe pekoMeHayemoii; 17% npu-
Humarot 6onee 5000 ME. Ilpu oneHke rpynmbsl poauTese, 1eTu
KOTOPBIX MPUHUMAIOT BBICOKHE JIO3UPOBKM BUTamMuHa D, ¢ jocro-
BepHO OOJBIIIEll 4acTOTOI BCTPEUYAINCh OTBETHI O HEBO3MOXKHO-
CTH NIepeO3uPOBKH BUTaMUHa D 1 HemoBepuu HHpOpMAIUH 00
OMACHOCTH €0 MePe03UPOBKH, MOTyUeHHOH oT Bpauei (p < 0,05).

3akarouenue. BbIsIBICH JOCTATOYHO BHICOKHI YPOBEHb OCBE-
JIOMJIEHHOCTH poauTeniell o BUTaMuHe D 1 BaXHOCTH €ro npué-
Ma. [Ipu 3TOM cpemu pomuTeneii BcTpeyaeTcsl HeioBepre K HH(op-
MaluH, MOJTyYeHHOH OT Bpayueil, 6o nanHas HHpOpMaLus ¢ HH-
MU HHKOTZIa He 00CyXIanach B paMKax MEIUIIMHCKUX IPHUEMOB.

PACMPOCTPAHEHHOCTb CUHAPOMA JJAYHA
B HWKEMOPOACKOW OBJIACTU 3A 2014-2023 rr.

Yupkoea A.10.", Tapacosa A.A.", Ygpanosa O.B.",
JNlynésa O.A.2

Hay4HbI pykoBoguTenb:
poueHT E.I HoBononbueBa

'dI'BOY BO «[prBOMmKCKMA nccrenoBaTenbCKUia
MeauLUHCKUA yHuBepcuTeT» Munsgpasa Poccun,
HwxHuin Hoeropoa, Poccus;

I'BY3 «KnuHu4ecknin AnarHOCTUYECKUIA LIEHTPY,

HwxHun Hosropog, Poccus

Knrouesnie criosa: demu; cuHOpom [ayHa;
pacripocmpaHéHHocmb, Huxeeopodckas obriacmab;
npeHamarnbHas duagHoCMuKa

Axmyanvrocms. Cunapom Jlayna (CL]) — 3To reHeTH4ecKas
aHoMaJtusi, KoTopast oObsICHIEeTCS yTpoeHHeM 21-if XpoMOCOMBI.
W3MeHeHnst BO3pacTHOM CTPYKTYphI Marepe ¥ pa3BUTHE IpEeHa-
TAJIBHBIX TPO(UIAKTHIECKUX MEPOIPHUATHHA MPUBEIH B ITOCIE-
HUE TOIBI K YBETMUEHHUIO YUCIIa caydaeB pokaeHus nereit ¢ C/.
Amnanu3s pacupocrpanéHHoctu CJI ABnseTcs 3HaYUMBIM IS pas-
paboTKK HOBBIX aJTOPUTMOB BEICHUS 3TUX JICTEH.

L]env: onpenenenuie yactoTel CJ] 1 aHamM3 €€ TUHAMHUKU B
Hmxeroponckoit oomactu 3a 2014-2023 T

Mamepuanvr u memoovl. B rccrnenoBanue BKIIOYEHBI JaH-
HbIe MOHUTOPHHTA BPOXKAEHHBIX TIOPOKOB pa3BUTHA y aetelt Hu-
JKEropozcKoi obmactu 3a 2014-2023 rr. O01ee 4ucio ciydaes
C/] 3a BbIOpaHHBIi nepuoa coctaBuiio 693. B a1y rpynmy Bomuiu
AMUMUHHAPOBaHHBIE 11061 ¢ C/I, BBISBICHHBIC B pe3yJbTare mpe-
HaTaIbHOM JHarHOCTHKH, U HOBOpoxI&HHBIe netH ¢ CII. Oomas
YHCIEHHOCTh HOBOPOXKAEHHBIX ETEH 3a HCCIEAYEMBIi IEPHOL B
Hwxeropozckoii oonactu cocrasuna 314 061 yenosek. Yactoty
3aboneBanus paccunTbiBaayd Ha 10 000 HOBOPOXKIEHHBIX.

Pesynomamur. O6mas wacrora C/1 y nereit Huwxeroponckoit
o0acTy 3a aHaJIM3UPYEMbIil IEpHOA B CPEHEM cocTaBuia 22,7
(95% AU 19,7-25,16) na 10 000 poxneHHid, MpH 3TOM YacTOTa
HOBOpOXaEHHBIX ¢ CJI coctaBuina 9,51 (95% AU 7,2-11,2) Ha
10 000 poxxnenuit. Cpeassist 1075 STMMUHUPOBAHHBIX TUIOJIOB OT
Bcex ciyudaeB CJI — 60,5%. O6mast yacrora CJ] yBenuumiach ¢
17,99 na 10 000 B 2014 1. 1o 24,4 na 10 000 B 2023 . B TO XK€ Bpe-
Ms B CpaBHEHHMU C MoKa3aressiMu 1o Poccuu wacrora CJL ToiabpK0
Cpeny HOBOPOXKIEHHBIX 32 aHATM3UPYEMBIH ITEPUO BPEMEHHU HE
AMeeT TEHICHIINH K CHIDKEHHUIO ¢ MaKCUMAJIbHBIMH MTOKa3aTes-
mu B 2015 1 2020 rr. — 11,2 wa 10 000 poxxaennit. Cpennuii Bo3-
pact marepeit coctasui 34,6 rona. Cnenyer OTMETHTD, YTO B HC-
CJIEZlyeMOii TpyTIIe aHTeHaTalbHO B 36,5% citydaeB ObLT BBICTaB-
JIeH HU3KUH pUck 1o poxaeHuto pedbénka ¢ C/1, B 35,3% ciyuaen
He OBUT IPOBEEH NIPEHATANBHBIH CKPUHHHT.

3akmouenue. Odmias yacrtora CJ1 B HuxkeroponckoM peruoHe
UMeeT TeHJCHIINIO K HapacTaHuIo. J[0Ms1 SIMMUHAPOBAHHBIX I1JI0-
noB ¢ CJI ysennumiace ¢ 60% B 2014 r. o 66,6% B 2023 1., yto
CBUJIETENLCTBYET 00 3(h(heKTHBHOCTH NpeHaTaIbHON THarHOCTH-
K. BrIcoKast 107151 HOBOPOXKIEHHBIX C HEIMATHOCTUPOBAHHBIM aH-
teHaransHO C/I onpenernsier He0OOXOAUMOCTh ONITHMH3AIHN Pado-
THI ¢ O€pEeMEHHBIMH KEHITMHAMH T10 BBISBIICHUIO ATOH IaTOIOTHU.

* %k k
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BNUAHUE KYPEHUA ANEKTPOHHbLIX CUTAPET
¥ BEUNOB HA COCTOSIHUE 300POBbA
noaPOCTKOB

YypcuHa E.M., Nocnep T.E., Jlo6aHoB M.E.
HayuHbi pykoBoguTens: goueHT O.U. N'ymeHIok

®IrBOY BO «CapaTtoBCKuiA rocyaapCTBEHHbIN MEQULIMHCKUN
yHuBepcuteT umenn B.W. Pasymosckoro» MuHsapaBsa
Poccun, Capatos, Poccus

Knroyesbie criosa: KypeHue; aneKmpoHHbIe cuzapemsl;
eelirbl; rnopaxeHus néakux

Axmyanvnocms. B nocienHue rofsl MokazaHo OTPULATENb-
HOE BIUSHHUE KypeHHs 3J1eKTpoHHbIX curaper (JC) u BeiinoB Ha
JBIXaTENBHYI0 H CEPACYHO-COCYIUCTYIO CHCTEMBI YeloBeka. [e-
[IeBU3Ha M M300MIMe BKYCOB, OTCYTCTBHE 3allaxa BO BpeMs ce-
aHca KypeHHs U IperoyiaraeMoe OTCYTCTBHE BPEIHBIX IOCIE -
CTBHUH, B OTINYUE OT JPYrUX TaOauHbIX U3ENUMH, SBISIOTCS MPU-
TAraTeNbHbIMU KauecTBaMU Kypenus DC U BEHIOB U1 MOIOIEKH.

L]env: onpenenuts pausHue KypeHus OC U BEHIOB HA COCTOS-
HUE 3710POBBSI MOAPOCTKOB.

Mamepuanvt u memoout. IIpoBe€H aHaNN3 JaHHBIX AaHKETH-
poBanus 1053 CTyeHTOB yUpexkICHUI CPEHETO MPOPEeCCHOHATIB-
Horo oOpa3oBaHus B Bo3pacte 15-18 ner (817 neBymek, 236 10Ho-
mieif). OGyuaromuecs: OTBETHIU Ha BOIIPOCH! 00 OCBEIOMIIEHHOCTH
HOAPOCTKOB 0 YacToTe U Bpeae KypeHus OC u BeHIOB, HAIUUUU
3a00NIeBaHMI OPTaHOB JbIXaHUS B KpoBooOpameHus. KoHTpois-
HYIO TPYIIIY COCTaBHJIM HEKypsHe moapocTku (70 meByIex u
30 roHoILEH, OTHOCAIIMECS K Tpymie 310poBbs 1 u 2). CraTuctu-
4eCKUH aHanu3 MpoBEAEH MpHU NOMOIIM IporpaMmsl «Microsoft
Excel 2010», pa3nuuus cunranu 3Ha4uMbIMU 1pu p < 0,05.

Pezynomamul. AHaU3 JaHHBIX aHKET Mokasai, uto 180 (22%)
neByiek 1 67 (28%) roHomeil perynaspHo Kypuian Benmsl u OC.
Cpenu xypsamux 63 (35%) neBymku u 15 (23%) roHoreit otMe-
THIIK Yactoe (Goisiee 4 pa3 B rojl) pa3BUTUE OCTPHIX M 3aTSHKHBIX
OpOHXUTOB Ha (POHE NEPEHECEHHBIX OCTPBIX PECIIUPATOPHBIX BU-
pycHbIX nH}ekuii. PazBurue 3aboseBaHuil cepeuHO-coCyIu-
CTOI1 cHCTEMBI ¢ Hadana KypeHus: otMeTHin 63 (35%) neByiuku u
13 (20%) roHom1eii. Bece aHKeTHpYEMble OTMETHIIM, YTO C Ha4ajloM
KypeHHUs BEHIIOB CTaJIM 3aMedaTh y ceOs HapyIeHUs CepiedHo-
TO pUTMa (TaXUKap/Aus), 4aCThle OPOHXHTHI U JAPYTHE MOPaAKECHUS
n€rkux. IIpogomkuTenbHOCTh KypeHUsl BEUIIOB Y TIOAPOCTKOB B
cpenHeM cocrasisiia 4 roaa, a 9C — 2 ropa. Yactele OpOHXUTBHI
aHKETHPyeMble HauaJld OTMedaThb y cebs uepe3 7 Mec OT Hadaia
KypeHus, a Taxukapano — depe3 | rox. B xkoHTponbpHOU rpyn-
I1€ TIOIPOCTKOB IATOJIOTHH OPTaHOB KPOBOOOPAILCHNUS HE BBISB-
JeHO. Y HeKypSAIIUX MOAPOCTKOB 3HAYUTEIHHO PEXE BCTPEUAIOT-
Csl OCTpBIC U 3aTsDKHBbIC OpoHXUTHL: y 9 (18%) neByek u 3 (6%)
toHomeil (p < 0,02 u p <0,01 COOTBETCTBEHHO).

3axmouenue. Kaxxnas msaTast JeByIIKa ¥ TPETHI FOHOIIA PeTy-
JSIPHO KypAT Beiinsl u DC, cunras, 9to 370 Oe3omacHo. Mcnons3o-
Banue DC 1 BEeUIOB B JETCKOM H TTOAPOCTKOBOM BO3PACTE HECET B
cebe yrpo3y cepbE&3HbIX HOpaXKeHUH PeCIIMPATOPHOI CHCTEMBI pa-
CTYILIETO OpraHu3Ma. DTH JJaHHBIC YKa3bIBAIOT Ha HEOOXOIUMOCTh
yculeHus poduiiakTuiyeckoi paboTsl cpenu ydauieics Mooie-
KU U y’KECTOUEHHE KOHTPOJIS 38 UCTIONIb30BAaHUEM YKa3aHHBIX KYy-
PHTENBHBIX CPEACTB IETHMU H TOIPOCTKAMH.

& ok ok

OBJIUTEPUPYIOLLUA TPOMBOAHIUUT
Y OEBOYKU: TPYOAHOCTU OUATHOCTUKKN

Llla6aHoBa 10.B.

HayuHble pykoBogutenu: goueHT 3.B. [laBbigoBa,
poueHT E.10. KannHnuHa, goueHT E.I. ®egoTtoBa

®rbOY BO «CaHkT-lNeTepbyprckuii rocyaapCTBEHHbIN
neguaTpuyeckuii MeauLMHCKMn yHmBepenteT» MuHsgpasa
Poccun, CaHkT-INetepbypr, Poccus

Kntoyesble crosa: knuHudeckuli criydad; 0emu; 6051e3Hb
BuHuesapmepa—bropeepa; uwemus KoHe4Hocmel;
obnumepupyrowuli mpomboaHauum

Axmyanvrhocmy. bonesus Bunnaprepa—broprepa — 310 Boc-
najuTensHoe 3a00NeBaHne, Mopakarollee MEeJIKHE COCYABI KO-
HEYHOCTEH, ABJISIOIIeecs MPUUNHON uX norepu. Mzydenue naro-
MOpPQOIOTHH Mpoliecca enecoo0pa3sHo Ha aMITy THPOBaHHBIX KO-
HEYHOCTSX U yAAJEHHBIX TKaHAX, TaK KaK M3-3a PUCKA Pa3BUTHS
Tpoduaeckux 3B M 00pPa30BaHMSA HOBBIX TPOMOOB IIPOBENCHHUE
OMOIICHH HE SIBIISIETCS JUarHOCTHYECKUM BEIOOpOM. BBHIY aTOTO
COMHEHHUH B aKTyaJIbHOCTHU TaHHOW TEMBI HE OCTa&TCSI.

Onucanue kaunuyeckozo cayyas. JleBouka 15-tu net mocry-
nuJjia B 6OJ'[bHI/ILly C OCTPBIM OTPABJICHUEM B COCTOSIHHUHU IICUXOMO-
TOPHOTI'O BO30Y>KIEHUSL, ULl KyITUPOBAHUSI KOTOPOTO BHYTPHUBEHHO
ObLI BBE/IEH XJIONPOMA3HH, I10CIIE BBEICHUH TIpernapara pyka I11o-
Oerena — MaHUITYISIHIO IpeKpaTii. B crenytomue 3 THs Kpo-
BOTOK BO BCEX MAaruCTPabHBIX COCYAaX MPaBOH PYKH, TTO TaHHBIM
€XEeTHEBHOTO YAbTpa3BykoBoro uccienosanus (Y3U1), To mossisii-
cs1, To Iponajain. B reuenue nepsoix 18 qHel npeObIBaHuUS B CTa-
IIMOHape peOEHOK MOoTyyaeT Tepanuto JekcamerasonoM. Ha 31-i
JIeHb 0OJIE3HU OTEK KYNIUPOBAH, HO JBIKCHUS B TUCTAJIBHBIX (a-
JIaHTaX OrpaHUuYeHBbI BBHIY KOHTPAKTyp. B 310 ke Bpems oTMe-
qaeTcs MOSBICHHE MHOKECTBEHHBIX 04aroB CyXOro Hekpo3sa (a-
JIaHT U KucTu. B Teuenue cnepyronmx 20 qHEH MaTonoruuecKuii
IpollecC PacIpoCTpaHsics, 3aXBaTbIBas BCIO KUCTh U HUXKHUE
2/3 npenmneuss. ChopmyaupoBan nuarno3 «Hapymienue npoxo-
JMMOCTH apTepuil npaBoro npeamieuss. Tpom0o3 1yueBoii apre-
pun. OXOT DHAOTENUS COCYNOBY». 11 XUpyprH, MeITasch OCTaHO-
BUTbH PaclpoCTpaHEHNE HEKPO3a, BHIHYKACHBI IPOBOINUTH ITaIl-
HYIO HEKPIKTOMHIO, IPUBEALIYIO K (JOPMHUPOBAHMIO KYJIBTH Ha
ypoOBHE 2/3 mpearuieybs..

3axniouenue. I1py BHYTPUCOCYIUCTOM BBEIEHUHU XJIOPIPOMa-
3uHa c)OpMUPOBAIUCH HAPYLIEHHS IPOXOJUMOCTH COCYHOB IIpa-
BOT'O TIPEATUIEYbS y ACBOYKH 15 JeT, Ho IpHIrHOMN (pOpMUpPOBAHUS
HEKpO3a SIBUJICS OOJIMTEPUPYIOLIHI TPOMOOAHTUUT — OOJIC3Hb,
XapaKkTepu3yomasics IoIUITHOIOTHYHOCTHIO, ATUTEIbHOCTHIO
pa3BéprIB3.HI/Iﬂ KJIMHUYECKOM KapTUHBI 1 MUKPOCKOIINYCCKUMHA
u3MeHeHusIMU. [Ipu mogo3peHny Ha UIEMUYECKHE U3MEHEHHS B
KOHEUHOCTSX, CIIyYHBLINECS IIOCIIE KAKOr0-HUOY b SBHOTO, IIPE]-
[IECTBYIOLIET0 TOMY BO3/ICHCTBHS (MEXaHHUYECKOE MIIM XHMHYe-
CKOE MOBPEKICHUE COCY/IOB) MM Ha (oHEe abCoMoTHOrO Oaro-
nonyuus, 1 3adukcupoBanHoe Y3 HENOCTOSHCTBO KPOBOTOKA IO
MarucCTpajJbHbIM COCydaM [laHHOﬁ KOHCYHOCTH SBJISICTCSA OCHOBA-
HHEM JJIs1 Ha3HAYeHUsI TOPMOHAJIBHOM Tepanuy, Ha (oHe KOTOpOoi
Ba)KHO IPOBE/ICHNE I'MCTOJIOTHYECKOT0 aHaIN3a TKaHel 11 Bepu-
(uKanuy Auar’Hosa.
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TPYAHOCTU OUATHOCTUKMU MMYTAPOBOU
AUMOYPUU (ALUMOEMMN) Il TUNA

Wapudosa C.A."
HayuHbi pykoBoguTens: goueHT O.B. Mo6a’?

'®rAQY BO «[lepBbii MOCKOBCKMI rocyAapCTBEHHBIN
MeAULMHCKUIA yHuBepcuTeT umenn .M. CeyeHosa»
MwuHagpasa Poccun (CeveHoBckuin yHuBepcuteT), Mocksa,
Poccus;

20rAY «HaumnoHanbHbI MEAULMHCKUIA MCchneaoBaTenbCKU
LIeHTp 300poBbs geten» Munsgpasa Poccun, Mocksa, Poccus

Krirouesbie crioga: KnuHUYeckull cryyali; HapyweHus
obMeHa aMuHoKuCiom, ailymaposasi ayudemusi 2 muna;
HacniedcmeeHHble 6one3Hu obmeHa

Axmyanvrnocmo. I'mytapoBas auunypus Il Tuna (I'A-2) —
penKoe HacleICTBEHHOE 3a00NIeBaHIe, XapaKTepU3yIolieecs Ha-
pylIeHHeM 00OMeHa aMUHOKHUCIIOT U XHMPHBIX KUCIOT U CBSI3aHO
¢ mytauusmu B reHax ETFA, ETFB v ETFDH. PacnpocTtpaHén-
HocTh ['A-2 cocrasisiet 1: 200 000 HOBOpOXKAEHHBIX. 3a00eBa-
HHE BKJIIOYEHO B IIEpEUEHb XKU3HEYTPOXKAIOIIUX.

Onucanue kaunuueckozo ciydas. Jleouxa 10 yet, npu poxie-
HHHU — OIIEHKA M0 IiKase Anrap 8/9 6aiuioB; ¢ 2 Mec )KH3HH — STIHU-
307161 PBOT, C HX y4allleHHeM B Bo3pacte 4 Mec. BeicTaBneH quarHos:
MMAJI0pOcCTIasM. Hasnauens! cria3MOIUMTHKY C TOJIOKUTEIBHBIM 3(1)-
¢exrom. B xorporpamme: crearopest I Tuna. Mama camocTosiTens-
HO BB€JIa HU3KOOENKOBYO AueTy. IIpoBeeHbl reHeTHeCKue ucce-
noBanust: cuHapoM [Ipanepa—Buium u AHrensMaHa — HCKITIOUEHEI;
OpraHYeCcKUe KHCIOTH MOUH: TIOBBIIICHHE YPOBHEH 2-THAPOKCH-
OyTupara, 3-rupoKcudyTHpara, aneroarerara, 4-ruipokcude-
HWJIanerara. Amnanu3 nsaTeH BbleHJCHHOﬁ KpOBH Ha aMUHOKHCJIO-
ThI U ALMJIKAPHUTHHBI METOIOM TaHAEMHON MacC-CIIEKTPOMETPUH
(TMC) — nopma. B Bo3pacre 11 Mec Haxoauiach Ha JIYEHUH C JTU-
arHo3om «[lepunaranpubie noBpexaenust [IHC runokcuyecku-u-
IIEMHUYECKOro rene3a. CHHIPOM JIBUTATENbHBIX HAPYIICHUH IO
TMIOTOHHYECKOMY THILy. 3aJepKKa IICHXOMOTOPHOTO Pa3BUTHS».
[Monyuana snekap, uepedponusuy, AT®, BuTamunsl rpyninsl B,
Jakap0; oTMedacs SU30] HEMOTUBUPOBAHHON PBOTHI, BEPOSITHO
CIIPOBOLMPOBAHHBII BBEICHUEM LIepeOpOIU31HA (KOMILIEKC NENTU-
noB). B Bo3pacte 2 et nccienoBaHbl YacTble MyTali CHHAPOMA
MELAS — =e BoisiBieHo. [IpoBeneHo onpeneneHne KOHIEHTpa-
LUl aMHHOKHUCIIOT U alMJIKapHUTHHOB MeToioM TMC Haromak —
HOpMa, C «OeJIKOBOM Harpy3Koi» — BbIsBIEHO noBsienue C6DC
(1,025 mxmonb/1, mpu HopMe 10 0,33) — HeOoCTaTOYHOCTD 3-Me-
Ty TapoHi-KoA-neruaparassl. [1o JaHHBIM TOTHOIK30MHOTO
CEKBEHUPOBAHWS OBLTH BBISIBIICHBI HYKJICOTHAHAS 3ameHa c.119A>C
B TeTEpPO3UTOTHOM COCTOSIHUH M HyKJIeOoTHAHas 3ameHa ¢.365C>T
B T€TEPO3UTOTHOM COCTOSHUM B reHe ETFB, onucaHHbIe y Maly-
€HTOB C IIIyTapoBOH anuaypueid, Tun 2B. O4eBuIHO, YTO TOIBKO
B Bo3pacTe 2 JIeT y 00JbHOI ObLI HOATBEPIKAEH AUarHo3. Pe6EHOK
HOJIy4aeT JUETOTEPaNuIo, METa00INUECKYIO TEPAITHIO C MOJIOXKU-
TENBHBIM 3((QEKTOM: IeBOUKA CTaJIa XOIUTh CAMOCTOSITENTHHO, 3Ha-
YUTENHHO YITyYIIHINCH ICHXOPEUeBhIe HABBIKU.

3axmouenue. Ilpu HEJOCTATOUHO HHPOPMATHBHBIX JAAHHBIX
o0cnenoBaHus peOEHKa HEOOXOAUMO MPOBEICHUE TIOBTOPHBIX HC-
CJIeI0BaHMI ¢ UCIIOIb30BaHHE IPOBOLUPYIOIUX METO0B. B Ha-
CTOsIIEE BPEMS C IOMOILBIO PACIIUPEHHOTO CKPUHUHIA HOBOPO-
XKIEHHBIX C UCIOJIB30BAHUEM TAaHAEMHOH MacC-CIIEKTPOMETPHH
MOYKHO BBISIBUTH Jlake OeccuMNTOMHYIO ¢opmy [A-2, 4to HeoO-
XOAMMO JUIsl CBOEBPEMEHHON THAarHOCTUKY 3a00JI€BaHUs U IIpe-
YIPEKICHUS OCIOKHEHUH.

KNMUHUYECKWUN CITYYAN PEOKOIO
MUTOXOHOPUATNBbHOIO 3ABONEBAHUSA

AnunH K.P.
Hay4Hbin pykoBoguTtens: goueHT O.U. l'ymeHok

®IrB0Y BO «CapaToBCKkuiA rocyAapCTBEHHbIN MEQULIMHCKIN
yHuBepcuteT umenun B.W. Pasymosckoro» MuHsapasa
Poccun, Capatos, Poccus

Knrouesnie criosa: knuHudeckuli criydal; cuHOpom Anbriepca—
XymmeHrioxepa, anusnericusi; gpamaribHbIl MoKcudecKkul
eenamum

AxmyanvorHocms. BONBIIMHCTBO MHTOXOHIPUAIBHBIX O0iIe3-
HEH IpOTEeKaeT C HEBPOIOTHYECKUMH U SKCTPaHEeBPATbHBIMHU Ha-
PYLIEHUSMHU. DNWIEHCHS — OAWH U3 KITIOYEBBIX KIMHUYECKHUX
IPU3HAKOB MUTOXOHPUAILHBIX 00JI€3HEH, B TOM YHCIIC BBI3BaH-
HbIX MyTauusaMu B rene POLG. K POLG-accolluupoBaHHBIM Ha-
pYLIEHUSIM OTHOCAT CUHIPOM AJbliepca—XyTTeHI0Xepa (CUHAPOM
Aupriepca), KOTOPBIN MPOSBIISETCS AMMIETITHYECKUMHE TPHCTYTIA-
MH, TUCTpod el IeUeHH U PETrpeccoM IICHXOMOTOPHOTO Pa3BHUTHSI.
Hcnonp3oBanue B Ka4ecTBE TEPAIIUM SMICITHIECKUX MIPUCTY-
OB BAJILIIPOEBO KUCIIOTHI BHI3BIBAET (DaTanbHbI TOKCHYECKHUH
renatutT. CBOEBPEMEHHas IUarHOCTHKA 3a00JIeBaHUs U UCKIIIOUe-
HH€ [IPeNapaToB BalbIIPOEBON KHUCIIOTHI YBEIUUUBACT IPOJOILKU-
TENBHOCTD JKU3HB OOJBHOTO.

Onucanue xnunuueckoeo cayuas. Ilon HabmoneHneM Haxo-
quiicst nanueHt, 2010 r.p. Pe6€nok ot 1-ii GepeMeHHOCTH, poTe-
KaBIIel Ha QoHe aHeMuH, 1-X CpouyHbIX pozoB. bpak KpoBHOpPO.-
CTBEHHBIH, pouTeNIN JBOIOpoaHbIe cuOChl. C 1-ro rosa *Ku3HU OT-
Meuasach 3aepxkKKa ICUXOpeYeBoro pa3BuTus pedénka. C 5 et
MOSIBIJIACH HEYCTOMYMBOCTE TIPH X0b0€ U c1ab0CTh B KOHEUHO-
cTsiX. VICKIIOYeHb!: CIMHABHAS MbIIIeUHast aTpodust, MHOIHUCTPO-
¢us Tromenna/bexkepa, MaHeNb «HACIEACTBCHHBIC MTOJHHEHPO-
natumy — orpunarensHas. C 9 ner nepecran npuOaBisITh B Bece
U XOJIUTb, IOSIBUINCH IIPUCTYIIBI CYOPOT ¢ HAPYIIEHUEM CO3Ha-
aus. [Ipu anexrposnnedanorpadun SHrmienTuIeckasi akTHBHOCTb
HE 3aperucTpupoBaHa. beuT Ha3HaYeH Mpenapar BaIbIIPOEBOH KHC-
J0THI Ha poHE MpUEMa KOTOPOTO MPHUCTYIIBI CYIOPOT YUaCTHIIHCH,
Pa3BHICA TOKCUYECKH TeMaTUT ¢ pa3BUTHEM IIEUEHOUHOH Heo-
CTAaTOYHOCTH U JIETANBHOIo ucxona. [locMepTHO MOJTydYeHb! AaH-
HbIE TIOJTHOTO CEKBEHUPOBAHUS SK30Ma: BBIABIICH N1aTOr€HHBIN Ba-
puanT reia POLG B TOMO3UIOTHOM COCTOSIHUY, XapaKTEePHBIH 11s
CHHZpOMa AJbiepca—XyTTEHIIOXepa ¢ ayTOCOMHO-PELECCUBHBIM
tunoM HacienoBanus (OMIM 203700).

3axnouenue. IlpeacraBneHHbIN KIMHUYECKUAN CTyqail TEMOH-
CTPHUPYET KJIACCUUECKHE MPOSIBICHHIS MUTOXOHIPUAIILHOTO 3200-
JeBaHUsI — CUHIpoMa AJbIiepca; 3aiepKKa IICUXOPEUeBOro pas-
BUTUSI, MHOIIATHS, IIOJIUHENPONATHs, SUIEICUs], IOATBEPKAECHHO-
IO MOJIEKYIIIPHO-TEHETHIECKUM HccienoBanreM. CBoeBpeMeHHasI
BepH(UKAIMS IHarHo3a ¢ Ha3HaueHHeM CHMITOMAaTHYeCKOH Tepa-
MUY, UCKITIOYAIOIel Ha3HAuYeHHe NPenapaToB BalbIIPOEBON KHC-
JIOTBI, TTO3BOJISIET YJIYUIIUTh Kau€CTBO U YBEIUYUTH HNPOLOIDKU-
TENILHOCTD JKU3HU NAI[UEHTA.



