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MATEPUAIbI
Hay4Ho-npakTnyeckon KoHepeHLUunm
CTYLEHTOB N MOSOAbIX YYEHbIX
C MeXOyHapoaHbIM ydacTnem
CMNMEPAHCKHUE YTEHNA-2024
Mockea, 20 mapTa 2024

CUHAOPOM KONbLEEBOW TPUHALLIATOU
XPOMOCOMbI

A6posH J1.M., Xoxnosa A.l.

Hayu4Hble pykoBoguTenu: goueHT E.A. CapkucsH,
poueHT C.B. lymoBa

Poccuincknin HaumoHanbHbIM nccrnenoBaTenbCKuii
MeanUnHCKNA yHneepcuteT umenun H.U. Muporoea
MuHsgpasa Poccun, Mocksa

Knouesbie criosa: knuHu4eckul criyqat, demu, CUHOPOM
Konbyesoli 13 xpomocombl, QuazHOCMUKa

Axmyanbrnocms. CHHAPOM KOJBLEBOH 13 XpOMOCOMBI SIBIISI-
€TCsl pelIKOM CTPYKTYPHOM XpOMOCOMHOI aHOManuei, BcTpeya-
etcd ¢ yactoroil 1 : 58 000 >xuBopoxaEHHBIX. Cpean npeHaTaib-
HBIX YJIBTPa3BYKOBBIX [IPU3HAKOB CHUHAPOMA YaCTO OTMEUAIOT 3a-
JIepKKy BHYTpHyTpoOHOTO passutus (3BYP), mukpouedanuro,
MHOKECTBCHHBIE BPOXKIEHHBIE TIOPOKH Pa3BUTHS.

Onucanue knuHuueckozo ciyuas. JleBouka 3., ot 4-it OepeMen-
HOCTH, 2-X OIIEPaTUBHBIX POJIOB, HA cpoke 36,4 Hex. [1pu poxaeHnn
Macca tena 1720 1, auiHa Tena 45 oM, olLeHKa 1o mkajie Anrap 6/7
6anos. Tsokénoe cocTosiHUEe, 00YCIOBIEHHOE AbIXaTeIbHOM U cep-
JIEIHO-COCYINCTOM HEIOCTATOYHOCTHIO, ITOTPEOOBAIIO TIPOBEACHUS
pEaHUMAIOHHBIX MEPONPUATUI B POJUIBHOM 3aJle U IIEPEBOsia B
OT/IEJIEHHE PeaHUMAllUM U UHTCHCUBHOM Tepaniy HOBOPOJKAEHHBIX.
Ha 5-e cyTku cocTosHEEe CTaOWIN3HPOBAHO, PeOEHOK MepeBeEH B
OTJIeJIEHHE BTOPOT'O 3TaIla BBIXaKMBAHU JULS JAJIbHEHIIIero oocie-
JloBaHUA U nedeHust. [Ipy NoCcTyIIeHHy COCTOSHUE CPEeAHEN TshxKe-
CTH, MHO)KECTBEHHBIE CTHUTMBI IU33MOpHOTeHe3a: MHUPOKasi mepe-
HOCHII4, BRICOKOE, BOPOHKOOOpa3HOe HEDO, THITEPTEIOPH3M, aHTHU-
MOHTOJIOMIHBIN pa3pe3 Iia3, HU3KO MOCAKEHHBIE YILIU, KOPOTKast
miesi, Mmukpouedanus. [To mxane Intergrowth 21 okpy>KHOCTB rO-
1oBHI 28 cM, Huke 1%o. I1IBBI uepena COMKHYTHI, OOJIBIION pOJI-
HUYOK TOYeuHbIH. ¥V peO&HKa AUarHOCTUPOBAH BPOXXAEHHBIH IO-
poxk cepana (BIIC) — medekt MexoKeIynouKOBOH MeperopoaKH
(3,7 mm). TIpu npoBeIcHUU ayTHOCKPUHUHTA OTOAKyCTHYECKast
OMHUCCHA ¢ 00EHX CTOPOH HE 3aperHCTpUpoBaHa. [laHHBIC pacIiu-
PEHHOTO HEOHATaJIbHOTO CKPUHMHIA OTpULaTenbHble. Hamnune y
pe6énka BIIC, 3BYP, MHO)XECTBEHHBIX CTUIM JU39MOpHOreHe3a
BBI3BAJIO MOJIO3PEHUE HA HAJIMYUE XPOMOCOMHOM aHOManuu. Me-
TOZOM KapHoTUTIpoBaHus BeisiBIeHO: 46 XX r (13) (p13q34) xapu-
OTHII )KEHCKUIT aHOMAaJIbHBIH HecOanaHCHPOBAHHBIN — KOJbIEBAs
xpomocoma 13. Ha 17-i1 geHp cTariioHapHOTO JIEIEHHUS B BO3pacTe
21 cyT peOEHOK B CTaOUIBHOM COCTOSHUM BBIITHCAH MOA aMOyria-
TOpHOE HaOJIoeHUE NTeIUaTpa, HeBPOJIOra, Kap/I1ojIora, IFeHeTHKa.
Ha naHHbIi MOMEHT J1eBOUKe 4 MeC, COXpaHseTCs 3a/leprKKa (pU3H-
YECKOT'O U HEPBHO-TICUXHYECKOTO Pa3BUTHSI.

3axmouenue. Hanmane MHO)KECTBEHHBIX CTHIM JAM39MOPHO-
renesa, BIIC, 3BYP sBnsieTcss 0CHOBaHMEM /1)1l IUArHOCTHYECKO-
'O IIOUCKA BO3MOXKHON XpOMOCOMHO# aHOManuu. [Tomumo Bpox-

JNEHHBIX U IEpUHATAIBHBIX HHEKIUH, MUKporedanus yamie 00-
YCJIOBJIEHa XPOMOCOMHBIMH @aHOMAJIUSIMHU, B YaCTHOCTH HAJTUYHEM
KOJIbIIeBOM 13-if XpOMOCOMBI. AHTEHATAIbHAS M PAHHSIS MOCTHA-
TaJbHasl TUATHOCTHKA MOTYT YIYYIIHUTh KA4eCTBO JKU3HH JeTeH
C TaKOM MaToJIOTHEM.

OCOBEHHOCTU AOANTALUN KPYTTHOBECHbIX
HOBOPOXAEHHbIX

AnpaH B.B., TemmpwumkoB C.O., Mamapaxum A.B.
Hay4HbIn pykoBoguTens: goueHT C.T. KusatoBa

MeanumHckuin yHuBepcutet Kaparangbl, KaparaHaa,
Pecnybnvka KasaxctaH

Kriroueeabie crioga: HOBOPOXOEHHBIL, KPyrHbIU, MakpoCoMUs
HOBOPOXOEHHBIX, Mepuod adanmayuu

Axmyanvrocme. Ha ceroqHsImHuN 1eHb 4acTOTa POXKICHUS
KpYNHBIX JeTeil cocrasnseT B cpeaneM 10—12%. Makpocomust
HoBopoxIEHHBIX (HP) Gonee yacto HabmomaeTcs y HEOJTHOKPAT-
HO pOXaBUIMX >KEHUIUH B Bo3pacte crapuie 30 jeT ¢ npusHa-
KaMH OXHPEHMS U CaXxapHbIM aAunabetoM. MiazeHIes, el Bec
> 90-ro MpOLEHTHUIISI, COOTBETCTBYIOIIETO reCTallUOHHOMY BO3pa-
CTY, KIACCHU(UIMPYIOT KaK KPYIHBIX JJISl TECTAllHOHHOTO BO3pac-
ta. [l MaKpOCOMUY XapaKTepeH BEC IPH POXKIACHUH JTOHOLICH-
Horo peO&nka > 4000 .

Lenv: onpenenuTb 0COOCHHOCTH aJaNTallii KPyITHOBECHBIX
K cpoky recrauuu HP.

Mamepuanut u memoowi. Hamu mpoBei€H peTpoCHEeKTUBHBIN
aHanu3 ucropuii paszsurust HP, poxn€Hnpix B 0061acTHOM neprHa-
taxpHOM 1eHTpe Ne 2 1. Kaparangst 3a 2020-2022 rr. Mcnonp3oBa-
HBI JAHHBIE O XUBOPOXKAEHHBIX JOHOIICHHBIX AETSAX OT OJHOILION-
Hol 6epemenHocTH. [Ipoanannzupoansl 100 HCTOPH KPyTHBIX
qutst cpoka HP u 50 uctopuiit HP, cooTBeTcTBy10ImMX recTannoH-
HOMY Bo3pacrty, B niepuof ¢ 01.09.2023 no 30.10.2023. Ananus
ananrauuu HP ocymecTBisuics ¢ HOMOILIbIO CriennanbHONW aHKETHI.

Pesynvmamei. B 0cCHOBHOM TpyTiIie Yrcio MiIaIeHIEB C Mac-
coit Tena 40004500 r coctaBmino 83%, ¢ maccoit Tena 4500—
4999 r — 15%, 5000 r u 6onee — 5%. IIpu 3TOM B KOHTPOJIBLHOM
rpynne HP ¢ maccoii Tena menee 3500—4000 r 6b110 82%, ¢ Mac-
coit 3000-3500 r — 18%. Ananu3 3a601€Ba€MOCTU B PAaHHEM He-
oHatanbHOM nepuoge y HP ocHOBHOII rpymiel okasasn Hajau4ue
ponosoit TpaBMbl y 5% HP B Bune kedanoremaromsr B 3% ciyda-
eB 1 nepenoma kirouanipl y 2% HP, achuxcus cpenHeit n Tsoxenon
creneHu Obuta B 2% ciy4yaeB, HEOHATaJIbHAS THITOTITUKEMHUS — B
2%, CUHIPOM JAbIXaTeIbHBIX paccTpoicTB — B 2%. B nozanem He-
OHAaTaJILHOM Iepro/ie y HaONoaBIIuXCs eTeill Obuia BhISBICHA
HEOHaTaJIbHas JkeNTyxa — 8% cilydaeB, HEOHaTa bHas TUIONIU-
keMusi — 6%, BpoxkAEHHBIIN MOPOK cepana — 1 cioydai.
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3axaouenue. Kpymasie HP miis cpoka mmenn Gomnee BwIpa-
JKEHHBI ypOBEHb /1€3aJaNTallui OpPraHu3Ma II0 CPaBHEHHUIO C
MJIaJIeHIIaMH ¢ HOpMaJbHOM Maccoil Tena npu poxxaeHun. Kpyr-
HbIH pasmep HP yBennuuBai puck ponoBbIX TpaBM (kedaorema-
TOMBI U NEPENIOM KJIIOUUILIbI) U NepUHaTaIbHOU acdukcuu. Mia-
JEHIBI OCHOBHOM IpyIIbl UMEIH META00INUECKUE OCTIOKHEHUS
cpa3y 1ociie poykKAeHHs B BUJIE TUIIONIMKEMUH U THIIepOnInpyOu-
HEMHHM; OHM HaXOAATCS B 30HE PUCKA PA3BUTHUS PECIUPATOPHOTO
JUCTpecc-CUHIAPOMa U BPOXKAEHHBIX aHoMainii pa3sutus. Kaue-
CTBEHHBIH KOHTPOJIb YPOBHS INIOKO3bI MAaTepU MUHHUMU3UPOBAI
PHUCK OCJIOKHEHHI.

HABOP KNMIOYEBbIX MOKA3ATENEN 5
NP NOCTKOBUAHOM CUHAPOME Y NETEM:
AOENb®UNCKNN MEXOYHAPOOHbIA KOHCEHCYC

AxktynaeBa X.P., CennaHoBa H.I", YepHsaBckas A.C.,
Derrapesa H.[1., MypcanoBa A., Agxam Anu
Moxammap Pe3a, JluH Kcso, PowmH ®@.A.

HayuHbin pykoBoguTensb: npod. kacdhenpbl
AO.B. MyH6nur

MepBbIi MoCKOBCKMIA rOCYaapCTBEHHbIN MEAULIMHCKUIA
yHuBepcutet umenun .M. CeveHosa MuH3gpasa Poccumn
(CeyveHoBckun YuuepceuteT), Mocksa, Poccus

Knroyesnie crioga: demu, nocmko8UOHbIL CUHOPOM,
Henbgbulickuli KOHCeHCyc

Axmyanvnocme. annemus COVID-19 nosnusina Ha monei
pa3IMYHOTO BO3pacTa, BKJIrodas aereit (< 18 met). Muorue netu
CTOJIKHYJIHCH C JOJITOCPOYHBIMHU MOCIEACTBHAMHE JUIS 3M0POBBSL.
B Hacrosmee BpeMs He CyLIeCTBYET €MHOTO MHEHHUSI OTHOCHUTEIb-
HO TOT'0, KaKye I0Ka3aTell 310POBbsI CIEAYeT OLIEHUBATh Y JIeTeH
C IOCTKOBUJIHBIM CHHJIpoMOM. Kpome Toro, HesACHO, Kak U3MepATh
Y KOHTPOJIMPOBATh 3TH PA3INYHBIE CHMITOMBI U COCTOSHHS B KJIU-
HUYECKOW MPAKTUKE M HAYIHBIX UCCICIOBAHUSIX.

L]enw: onpenenuTs HAOOP KITIOYEBBIX ITOKa3aTeNeH, MO3BOIS-
IOLIMX OLIEHUTH cocTosinue aereit nocie COVID-19.

Mamepuanet u memoowi. Hamu ucnonp3oBaics merox Jlemnb-
(U KaK yHUKaJIbHAs METOIOJIOTHS IPOTHO3UPOBAHUS U NIPUHATUS
peleHuii, OCHOBaHHAs HA AaHOHUMHOM cOOpe MHEHHH TpyTIITbI
9KCIIEPTOB JIISL TOCTIDKESHUS OOIIEro MHEHHSI OTHOCHTEIBHO TO-
T0, KaKHe ITOKa3aTeNy, CBSI3aHHbIE C TOCTKOBHIHBIM CHHIPOMOM,
SIBISIOTCS KIIOYEBBIMH U TOJDKHBI H3MEPATHCS B KaXKIOM HCCIIe-
noBanuu (COS) u kakue UHCTPYMEHTSHI SBJISAIOTCS ONTHMAJIbHBI-
MU JIJIs1 OLIEHKH 3THX Tokazarenein (COMS).

Pezynomamer. Hame uccnenoBanue cocTosulo U3 IABYX 3Ta-
moB. Ha mepBoM 3Tarie MbI IPOBENI CHCTEMAaTHIECKUA 0030p H
BBEISIBIII BCE MTOKA3aTeNd M MHCTPYMEHTHI U3MEPEHHS, HCIIOIb-
3yeMble JUIS OLIEHKH MOCTKOBHIHOTO CHHAPOMA. DTOT 3Tall CO-
CTOSUT U3 IByX payHI0B OHJIAiH-MoaAn(UIIMPOBaHHOTO Jenbguii-
CKOI'0 KOHCEHCYCa, 32 KOTOPBIM CJIEA0BajIa KOHCEHCYCHasl BCTpe-
4ya. B oboux paynpgax Jenbu npunsanu ydactue 214 uenosex,
npenacTapnsaBIdX (a) neteit, meperécmmx COVID-19, u mu, ocy-
HIECTBISIFOIIUX YXOJ 32 HUMH; (0) MEIUIIMHCKUX PaOOTHHKOB; U
(B) uccnenosareneit u3 37 crpan, npu 3toM 154 (72%) cotpya-
HUKa y4acTBOBAJIM B 00oux payHnax Jlenbduiickoro mporuecca.
Ha nocnenytormeil koHCEHCYCHOI BeTpeue ObLI (hHMHAIU3UPOBAH
COS, xoTopblii BKIOYMI 7 KIIOUEBBIX MOKa3aTeNel: yCTaIoCTh;
IIOCTHATPY304HBIE CUMIITOMBL;, U3MEHEHUsI B paboTe/mpodeccro-
HaJIBHOH NeITeNbHOCTH U yuéle; a Tarke GyHKIHOHAIBHBIE U3~

MEHEHHsI, CHMIITOMBI H COCTOSTHHS, CBSI3aHHBIE C CEPAEIHO-COCY-
JMCTBIMH, HEHPOKOTHUTHBHBIMH, JKEeTy0UHO-KUIICYHBIMU U (u-
3WYECKUMH TTOCIEICTBUSIMU.

Ha 2 stane 11 MexayHapOAHBIX SKCIIEPTOB ObLIN BOBICUEHBI
B Moau¢unuposanuslil Jlenbduiickuil koHCEHCyC, BBIOUpast UH-
CTPYMEHTBI U3MEPEHUS AJIsl IOCIIEAYIOIEH KOHCEHCYCHOM BCTpe-
41, Ha KOTOpOH 30 y4aCTHUKOB TOJIOCOBAHUS 00CYKIAU U He3a-
BHCHUMO OLICHUBaJIM BbIOpaHHbIe HHCTpyMeHTh. B COMS BKITHO-
4eHbl 4 U3MEPUTENBbHBIX MHCTpyMeHTa: « MHOroMepHasl IKaiza
ycranoct PedsQL» mns onenku yeranocty; «Ikans! xenynod-
HO-KHIIEUHBIX cuMNTOMOB PedsQLy 1114 onieHKu nposiBIEHUH €O
CTOPOHBI XKEJIyI0YHO-KUIIEYHOro TpakTa; «lllkana KOTHUTUBHO-
ro ¢pyHkuonnpoBanus PedsQLy mis oreHKH HeHPOKOTHUTHBHBIX
nposiBiieHni; cemeiictBo EQSD st orieHkH 00111ero pu3nuecKko-
ro ¢pyHKIHOHMpoBaHHs. HecMOTps Ha peyiokeHne HHCTPYMEH-
TOB U3MEPEHHS PE3YIIBTATOB JUIS OCTABIIUXCS 3 OCHOBHBIX PE3yIlb-
TaToB (CEpAEUHO-COCYAUCThIE 3a00JI€BaHUs, HEIOMOTaHHE I10CIIE
(hm3HUecKuX Harpy30K, I3MEHEHHS B paboTe/IpodheccHoHanbHO
NIeSITENIbHOCTU H y4&0e), KOHCEHCYca TOCTHYb HE yNaIoCh.

3axmiouenue. bnaronaps KOHCEHCYCHOMY MEXIYHAPOTHOMY
nporeccy 0butn pazpaboransl COS u COMS 15t OLIEHKH COCTO-
stHUHM aereil 1 mononsix smoaed nocne COVID-19. Oror npoekt
CHoco0CTBOBaJI TNI00AILHON CTaHAAPTU3alMU OLEHKH IOCIE-
ctBuii COVID-19 B nenuarpuyeckoil nomymsnuy.

CEPOTUINOBOW COCTAB
N AHTUBWOTUKOPE3UCTEHTHOCTb
STREPTOCOCCUS PNEUMONIAE

AnaueBa 3.A., Ana6beBa H.M., KomsirmHa T.M.,
TpsinouknHa A.C.

HayuHble pykoBogutenu: npod. A.l. duceHko,
OOKTOp Mea. Hayk A.B. JlazapeBa

HaumoHanbHbI MeQULNHCKUI UcCrneoBaTernbCKMM LEHTP
3q0poBbs geten Munsgpasa Poccmn, Mockea

Krnrouesnie criosa: demu, rHEBMOKOKK, cepomuriuposaHue,
aHmu6uomUKope3ucmeHmHocmb, 8aKuuHauus

Axmyanvnocmo. I1THeBMOKOKKOBast HH(EKIUS SBISETCS Ce-
PbE3HOM POOIEMOI 31paBOOXPAHEHHS BO BCEM MUPE U IIPU3HACT-
CsI OIHOM M3 CaMBIX OITACHBIX M3 BCEX MPETyNPEekAacMBbIX BaKIH-
HOIIpoHIaKTHKOM OonesHei. beccumnromHoe HazodhapuHreas-
HO€ HOCHUTETBCTBO Streptococcus pneumoniae UTPaeT 3HAYUMYIO
POJIb B pa3BUTUH 3a00JI€BaHMS, B TOM YUCIIE HHBA3UBHBIX (OpPM,
U SIBJISIETCS OCHOBHBIM TPUITEPOM PACIIPOCTPAHEHUS PE3UCTEHT-
HBIX IITaMMOB.

Lens: onpeneMTh CEPOTHIIOBOH COCTaB M TyBCTBUTEIFHOCTD
K aHTHMHUKPOOHBIM IpenapaTaM Ha30(hapHHTea bHBIX IITaMMOB
S. pneumoniae.

Mamepuanvt u memoowi. IIpoBe€H PeTPOCIEKTUBHBIN KO-
TOPTHBII aHaIu3 OONBHBIX B BO3pAcTe OT 6 Mec 10 6 JIET ¢ Ha30-
(hapuHTEeaNEHBIM HOCHTEIBCTBOM ITHEBMOKOKKA B 20182022 rT.
CepotunupoBaHue S. pneumoniae TIPOBOMITH C TTIOMOIIBIO CITEIN-
(hIIecKUX TTHEBMOKOKKOBBIX aHTHCHIBOPOTOK H/MIH ITyTEM MoJIe-
KyJISIPHOTO THITMPOBAaHUS METOIOM TTOJIMMEPa3HOH IIEMHOH peak-
MU, YCTOHYIMBOCTh K aHTUMUKPOOHBIM IIpenapaTaM OIpeessiid
¢ IIOMOMIBIO METO/Ia MUKpopa3BeeHuil. Beero uccnenosano 369
Ha30(apuHTeaIbHBIX U30JIATOB ITHEBMOKOKKa: 321 (87%) uzomnsr,
BBIJICTICHHBII OT YCIIOBHO 3[0POBHIX JeTei (0e3 MPH3HAKOB OCTPHIX
MH(EKIIMOHHBIX 3a00JIeBaHUN H 000CTPEHUSI XPOHUUECKUX 3a00-
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neanuii) u 48 (13%) u3omAToB — y AeTeld ¢ OCTpbIMU OaKTepu-
aJbHBIMUA MH()EKIUAMH (OTUT U CUHYCHT).

Pezynvmamur. BeisiBiaeHo 36 pa3mIu4HbBIX CEPOTUIIOB THEBMO-
KOKKa. B o01weii rpynme ferei 1051t U30JI9TOB BAKIIMHHBIX 1ITAM-
MOB (B COOTBETCTBHH C TPUHAALATHBAICHTHOHN MOIHCAXapUIHOM
BakLUHOI) coctaBuina 39,3% (145 o6pasuoB), B TO BpeMs Kak B
TpyIIe aeTeil ¢ OCTPhIMU 3a00JIeBaHHSMY J0JISI BAKIIMHHBIX [ITaM-
MOB — 62,5% (30 o6pas3ioB). [Ipy 5TOM 0OXBaT BaKIMHALMEH OT
ITHEBMOKOKKOBOH MH(EKIMU B IpymIe OONCIONMX AeTel cocTa-
B 39,6% (1—4 mo3bl BaKIMHBI), OMHAKO OXBAT 3aKOHUYCHHBIM
KypCOM BaKLUHAIMU ObLI BBISBIECH TOIbKO B 18,8% ciryuyaes. Pe-
3UCTEHTHOCTh K SPUTPOMUIIMHY cocTaBuia 33,3%, meHuIusuIu-
HY — 27,9%, TpumeTonpumM/cynbhamerokcazony — 24,4%, KiaH-
JamMuunHy — 19%. AHaiu3 4yBCTBUTENBHOCTH K TETPALIMKINHY
BBINOJIHEH 1151 324 U30JI4TOB, 10J151 PE3UCTEHTHBIX IITAMMOB CO-
crasuina 23,1%. HeuyBcTBUTEIBHBIMU K XJIOpaMGpEHUKOIy Obl-
1 6 (1,9%) u3051T0B. MHOMKECTBEHHYIO JIEKAPCTBEHHYIO YCTOMU-
YUBOCTH (OTCYTCTBHE UyBCTBUTEIBHOCTH K > 3 aHTUMUKPOOHBIM
npemnaparam) umenu 24,7% HU305AToB.

3axniouenue. AHaMN3 aKTyaJbHOTO CIIEKTPA CEPOTHUIIOB HA30-
(apuHTreaIbHBIX IITAMMOB THEBMOKOKKA M YyBCTBHUTEJILHOCTH K
AQHTUMUKPOOHBIM IpenaparaM sIBIsSeTcs BaXHEHIeH 3aqaueid s
ONTUMH3ALNHN TEPAUH U TPOPUITAKTUKN HHDEKIIUH.

TPYOAHOCTU OANATHOCTUKA
XONECTATUYECKOIO FENATUTA Y OETEN

Anekcangposa A.M., Nunsacosa A.[1., 3a6noea U.10.
HayuHbin pykoBoauTensb: goueHT J1.E. llapuHa

Poccuiicknin HaumMoHanbHbIM NCCnegoBaTeNbCKUN
MeauuuHCKM yHueepcuTeT umenn H.U. Muporosa
Mwun3sgpasa Poccumn, Mockea, Poccus

Knroyesbie criosa: knuHU4Yeckul cryqad, demu,
xonecmamuyeckull eenamum, duazHocmuka

Axmyanenocms. XonecTaTHYECKUI TeNaTuT XapaKTepu3yeT-
CsI COYETaHHEM TelaTOLEILTIONIPHOTO TOBPEKICHHS, HAPYIICHUS
CTPYKTYPBI JIOJIEK M KaHAJIBI[EBOTO XollecTa3a. 3a4acTylo OH ac-
COIIMUPYETCA € JTEKapCTBEHHBIM MM BUPYCHBIM TOBPEKICHUEM
IIe4eHH U cocTaBnseT He Oonee 10% Bcex XpOHMUECKUX reraTi-
TOB. 3a001€BaHuUE II0X0 NOANAETCA JICUCHUIO, IPEUMYIIIECTBEH-
HO BCTpPEYaeTCs y JIUL HOKUIOI0 BO3pacTa, CTaTUCTUYECKUE JaH-
HBIE OTHOCHUTEIIBHO JIETeH OTCYTCTBYIOT.

Onucanue knunuyeckoeo cryyas. Manpumk, 3 rofa, ¢ 4acThl-
MH peCHHpaTOpHBIMU HHGEKIUAME nepeBeiéH B Mopo3oBCKyIo
JIETCKYI0 KIMHUYECKYIO OOJbHUIYY U3 MH(EKIMOHHOTO CTallHOHa-
pa 1oce UCKIIOUEHUs BUPYCHOTO IelaTuTa ¢ CUHAPOMaMHU XoJec-
Ta3a ¥ nuronusa. Ileuens BoicTynana u3-nox kpas péoepHoi 1yru
Ha 3 cM, cene3énka — Ha 1,5 cm. [Ipu obcnenoBanun ycTaHOBITE-
HBI aHEeMUS JIETKOI CTEeTIeHH, TPOMOOIIUTONICHHS, YBeINUCHHE 00-
mmero OeKa, CHHAPOMBI IUTONN3a U XOJIECTa3a, yMEpPEeHHAs Mpsi-
Mas TunepounupyouHemus, cuaeponenus. [Ipu nHCTpyMeHTalb-
HOM 00CJI€0BaHUN BbISBJIECHBI IPU3HAKHU I€NaTOCIIEHOMET AN,
Juddy3HbIE U3MEHEHNS TAPEHXUMBI IEUEHU U €€ HHPUIBTpaLus
C TIpU3HAKaMH CYKCHHS BHYTPUIICUEHOUHBIX KETIHBIX KaHAIOB.
BbiT penmonokeH XpOHNYECKUH TeaTHT, 3THOIOTHS KOTOPOTO
TpeboBana yTouHeHHs. B xone AMarHOCTHYECKOro MoucKa OBUIH
UCKJIIOUEHBI BUPYCHAs IPUPOJIA TeNaTuTa, MEXaHUUECKOE MPeTIsT-
CTBHUE BBIBOJIHBIX IIPOTOKOB, ayTOMMMYHHasl (hopMma remnarura, 6o-
ne3Hb Bunbcona—KoHoBa10oBa, HEOCTaTOYHOCTD (--AHTUTPUIICU-
Ha. bombHOIT OBIT KOHCYTETHPOBAH TEHETHKOM, TPOBEIEHO IIUTO-

TEeHETHUYECKOEe MCCIIE0BaHNE, B PE3YJIbTaTe KOTOPOTO BBISBICHA
Jiesiernsl cerMeHTa 21 XpoMocoMBbl M MCKITFOYEHBI JIN30COMallb-
Hble OoJsie3Hn HakomieHus. Crycrst 1 Mec peGEHOK ObLT MOBTOP-
HO FOCIIUTAJIN3UPOBAH C 5KaJI00aMH Ha HAPACTaHUE XKENTYLIHOCTH
KoK U ckiep. [Ipu nocTyniaeHn 0TMEYanuch YBEIMUEHUE JKU-
BOTA, PaCIIMPEHHAs BEHO3HAsI CETh HAa IPYJH, IOTEMHEHUE MOUH,
COXpaHsach remnarocrieHomeranis. Ha ocHoBaHUM TOTy4EeHHBIX
JTaHHBIX YCTaHOBJIEH MarHo3: XoJeCTaTH4eCKUN renaTuT BbICO-
KO CTeNIeH! aKTUBHOCTHU. PEKOMEHI0BaHO [IPOBECHNE OHONICHU
INSYCHU JI1 UCKIIFIOYCHUS TaKHX q)OpM IaToJIOTH, KaK MNepBUYI-
HbIIl GUIMapHBII HUPPO3, IEPBUYHBIN CKIEPO3UPYIOIIUHA XOTaH-
rut, cuaapoM Jabuna—/xoHcoHa, cunapoM Portopa, tumdornpo-
madepaTuBHOE 3a00NeBaHHE, TEHETUUESCKAs TTATOJIOTHsI.

3akarouenue. CoueTanue KeATyXH U rernaTociiieHOMEraluy,
COMPOBOXJAIOIEECS LINTOIN30M 1 XOJIECTa30M, OXBAThIBAET OOJIb-
I0# crnieKkTp 3a0osieBaHUM, U OMOICHS MOXKET CTaTh €IUHCTBEH-
HBIM METOZIOM UX BepHukanuu. CBoeBpeMeHHas I0CTAHOBKA JIU-
arHosa U BbICOKAsl IPUBEPKEHHOCTh K TEPaNUM YIy4dlIaroT [Ipo-
THO3 TaKUX OOJIbHBIX.

M3MEHEHMA AKTUBHOCTU KUCION
®OC®ATA3bI Y HEAOHOLUEHHbIX BETEN
U UX MATEPEWN

AnekceeHko E.A." TanaktmoHoBa M.A.",
Nncnxun N.C.2

Hay4Hbi pykoBoauTenb:
KaHA. mea. Hayk H.B. JlucuxuHa

'"dapmaueBTUYeckuii konneax KpacHosipckoro
rocyqapCTBEHHOIO MEANLIMHCKOrO YHUBEPCUMTETA UMEHU
npogeccopa B.®. BorHo-AceHeLkoro, KpacHosipck, Poccuns;
2Cwubupckuin topuanyeckuin MHCTUTYT MB[ Poccuuy,
KpacHosipck, Poccus

Krirodessble criosa: HEQOHOWEHHbIE demu, akmueHOCMb
Kucnoli ghocghamasbl, MPO2HOCMUYECKOe 3HaYeHue

AxmyanvHocmb. JIN30COMBI OKA3bIBAIOT BIMSHUE HA pa3iiny-
HBIE TIPOLIECCHI PH OEPEMEHHOCTH, B TOM YHCIIE HA MPOLIECCHI HM-
IUTAaHTAIMH, SMOPHOTeHe3a, TeUeHHE POIOB. AKTUBHOCTD KHCIIOH
(docdarazpr (KD) — mapkepHOro hepMeHTa JIM30COM — U3Me-
HSIETCS [IPU MHOTHX TAaTOJIOTHYECKUX COCTOSIHUSAX M MOXET CIIy-
JKUTb ITPOTHOCTUYECKUM TECTOM IIPH BO3MOXKHBIX OCIOKHEHHSAX
V BBDKHMBIIHX JCTCH.

Llenv: onpenennuth n3MeHeHMs akTHBHOCTH KO y HenoHO-
[IEHHBIX AeTel ¢ Pa3IMYHbIM I'eCTAalMOHHBIM BO3PAaCcTOM M Y HX
Martepeil.

Mamepuanet u memoowi. [IpoBeéH aHaIN3 N3MEHEHUH aK-
tuBHOCTH K@ B muMonuTax u rpaHyionurax mynoBUHHOMN Kpo-
BU JIOHOIIEHHBIX HOBOPOXKAEHHBIX (KOHTPOJIbHAS TPYIIIIa — PO-
nuBiuecs Ha 37-40-ii Henene 6epeMeHHOCTH, 39 aeTeil) U Heflo-
HOIICHHBIX JieTei (65 HOBOPOXKAEHHBIX ), POMUBIIMXCS Ha 28—36-i
HeJese 0EpeMEeHHOCTH, a TaKKe B Mepru)epuveckoil KpOBH y UX
Mmarepeil. B 1-to rpynmy Bouuu 1etu, poauBIIMECs CO CPOKOM Te-
craiuu 36-35 Hels — 36 HOBOPOXIEHHBIX; 2-10 IPYIITY COCTAaBU-
11 19 HOBOPOXKAEHHBIX € TeCTAllMOHHBIM Bo3pacToM 32-34 Hex;
3 rpymmy — 10 HOBOpOXKIEHHEBIX CO cpokoM rectanuu 28—31 He.

Pezynomamul. Y HeIOHOIIECHHBIX JieTell BBIABICHO 3HAYMMOE
yBenuueHune aktuBHoctr KO B iumponurax (p < 0,001) u B rpa-
Hynonurax (p = 0,009) mynoBUHHOW KPOBH MO CPAaBHEHHIO C YPOB-
HEM Y JIOHOIIEHHBIX JeTeil. CaMoe 3HauUTEeNbHOE MOBBIIICHUE aK-
tuBHOCTH K® 6bL10 00HAPYKEHO Y HOBOPOXKIEHHBIX 3-i IPYIIIbI
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(cpox recraruu 28-31 Hen) nmpu 3HAYNMON pPa3HUIIE C KOHTPOIb-
HOM TPYIIION TOHOIICHHBIX JIeTell. BrisaBneHHOEC HaMu yBennde-
HHUe akTUBHOCTH KD — rupponuTuueckoro pepMeHTa JIM30COoM,
XapaKTepHU3YIOLIEro KaraboInyecKue MpoIecchl B KIETKE, Y He-
JIOHOIIEHHBIX HOBOPOXJIEHHBIX, 110 CPABHEHUIO C JOHOIICHHBIMH,
CBHJIETEJILCTBYET O BHIPAKCHHON aKTHBAIIMH JIN30COMAJILHOTO all-
rapara KJIeTOK KPOBH Yy JIeTel, pOKIEHHBIX paHbIIe CpoKa. Y Ma-
Tepei, pOAUBIINX HEJOHOUIEHHBIX AeTel, TakiKe OBbLIO BBIIBICHO
CYILIECTBEHHOE MOBBIIICHUE aKTUBHOCTH KD, uTO yKa3bIBaeT Ha
OZIHOHATIPABJICHHBIH XapaKTep N3MEHEHUH aKTUBHOCTH (DepMEHTa.

3axnrouenue. BriaBneHHbIe U3MeHEeHUs! akTUBHOCTH KO B
ITyTIOBUHHOM KPOBH SIBIIAIOTCS ITOKa3aTesieM HeOJIaronpusTHOrO
COCTOSIHUSI METa0OoJM3Ma KJIETOK UMMYHHOHM CHCTEMBI y HEZIOHO-
[IEHHBIX HOBOPOXKAEHHBIX, CBHAECTEILCTBYIOMINM O HApyIICHUH
(YHKIMOHAIBHOM aKTUBHOCTH KJIETOK, YTO HEOOXOANMO YUUTHI-
BaThb MpU JICUCHUU HEJOHOIICHHBIX HOBOpO)K,I[éHHbIX.

OCTPbI/ OTUT Y PEBEHKA C AXOHOPOMMNA3VEN

AnueBa C.C., 3nHoBbeBa f.A.

Hay4Hbi pykoBoguTenb: KaHA. MeA. HaykK
E.A. BoTHUKOBa

VxeBckasi rocyaapCTBeHHas MeanuMHCKasa akagemus
MwuHsgpasa Poccun, Mxeck, Poccusa

Knrouesnie criosa: knuHu4eckul criyqal, demu,
axoHdponnasus, omum, duaeHocmuka

Axmyanvrocms. AXOHAPOIUIA3US — PEIKOE TeHETHUECKOE 3a-
GoneBaHue, BBI3BAHHOE U3MEHEHUAMHU B reHe F'GFR3, BcTpeuaerT-
cs1y 1 pe6€nka Ha 15—40 ThIC. HOBOPOXIEHHBIX. AXOHAPOILIA3Us
BbI3BaHa MyTallell FeHa, KOHTPOJIUPYIOILETO IPOU3BOJCTBO Oell-
Ka, — perenTopa TOPMOHA POCTa, YTO BEAET K HAPYIICHHIO JH-
JIOXOH/IPATBHOTO OKOcTeHeHMs. M3-3a Manoro pasmepa rpyaHou
KJIETKH y AeTel 3aTpyaHsAeTcs AbIXaHUe, YTO MOXKET IIPUBECTH K
0OCTPYKTUBHOMY allHO® BO BPEMS CHA; U3-3a KOPOTKHUX p&Oep U
HEpPa3BUTHIX MEXKIIO3BOHKOBBIX JUCKOB (DOPMUPYIOTCS I'PYAHOM
Kn(03, HOSICHUYHBIH JIOPJ03 U CKOINO3 BCIIEACTBUE 3aMEJUICHUS
Iporecca OKOCTEHEHHs MI03BOHKOB; HEJJOPa3BUTHE CPEIHEH va-
CTH JIMIIa COTIPOBOXKIAETCS aHOMAIbHBIM IIPHKYCOM, OOCTPYKTHB-
HBIM HapyLIEHUEM IIPOXOAUMOCTH JIBIXaTeNIbHbIX yTeH U YacThl-
MU BOCHAJICHUSIMU CPEIHETO yXa.

Onucanue knunuyeckozeo ciyuas. JleBouka, 4 rona, ot 3-x po-
JI0B ITyTEM KecapeBa cedenus. IIpu poxnenun macca tena 4400 1
qumHa Tena — 51 M. C poxkIeHHs] HaXonuIach Ha HCKYCCTBEHHOM
BCKapMITBaHUH, YMEPEHHO OTCTaBaja B (PU3HMIECKOM U IICHXOMO-
TOPHOM pa3BUTHH. BhIABIICHBI rpyaHON K103 U JTOPI03 TOSCHUY-
HOTO OT/ieJ1a IO3BOHOYHHKA, CTHOATENbHBIC KOHTPAKTyPhI JIOKTEBBIX
cycraBoB. COCTOUT Ha y4éTe y HEBPOJIOTa C AUArHO30M: PacCcTpoii-
CTBO 9KCTIpeccuBHOM peun no tuy OHP1, mmeercs puck dopmu-
poBanus qu3aptpuu. CeMelHbIil aHaMHe3 He OTATOWIEH, Y POJ-
CTBEHHHKOB aXOHJIPOIUIa3Hs HE BBIABIEHA. JIeTH OT MpeaplIyInX
OepemenHocTelt 300poBbl. Poct otia 180 cm, marepu — 182 cm.
MonekynspHo-renetuueckuii ananus ot 01.12.2021 B rene FGFR3
(NM-000142) BbIsIBHI TreTepO3UTOTHBIN BapuaHt c.//138G>A4
(p/Gly380A4rg). AnamHe3 3a0oneBaHMs: OBBIICHHAE TEMIIEPATy-
pol Tena o 38°C, mepeHocHiia OCTpbIil pUHO(APHUHTHUT, TOTyYa-
JIa IPOTHBOBUPYCHOE M MECTHOE JiedeHue. [locie kpaTkoBpeMeH-
HOTO YIy4YIIEHHS COCTOSIHHE BHOBb YXYIIIMJIOCH: MOBBICHIACH
TemIieparypa Tena 10 GeOpHIIbHbBIX UQD, MOSBUINCH BBIJCICHUS
THOMHO-CYKPOBHYHOI'O XapaKTepa U3 JIEBOTrO yxa. bblia mposesie-
Ha 3KCTpEHHasl rocnuTanu3anus. B nedenuu — napeHrepanbHas

Y MECTHas aHTHOMOTHKOTepartus, (PH3HoIedeHIe, BUOPOMaccax u
MHEBMOMaccak OapabaHHOH MEepPEeNOHKN; CUMIITOMATHYECKAs Te-
pamnusi. PeGEHOK BBINKCAH C yimy4llleHHeM Ha 12-ii ieHb OT Hayalia
3aboneBanus. bapabaHHas epenoHKa 3aKpbUIACh HE IIOTHOCTHIO.
3akniouenue. JleueHue otTuta y AeTell ¢ axOHApoOILIa3uel sB-
JISETCS CIIOXKHOI 3a1adeil B CBSI3U C TeM, YTO y OOJIBHBIX H3-32 aHO-
MaJIEHOTO CTPOEHUSI JIMLA Cy)KEHBI HOCOBBIE XO/Ibl. Pa3BuTHE OTHTA
MPOUCXOUT OYEHB OBICTPO, AAKE MPH HEOCIOKHEHHON BUPYCHON
uHpexuun. [ToBbImaeTcs pucK pa3BUTHS OTUTA IIPH NIEPEHECEHUN
100010 3a0071€BaHUs, CONPOBOXKIAIONIErocs puHUTOM. CliencTBU-
€M IIEPEHECEHHBIX OTUTOB MOXET ObITh CHIDKEHUE U IIOTEPS CIIyXa.

* %k %k

TMYTAPOBAS ALIMAYPUSA Y PEBEHKA 5 NIET

Annaxsepgues J1.M., Konnakos P.1O.

HayuHbI pykoBoauTeNb: KaHA. MeAd. HaykK
A.A. Anb6akacoBa

OpeHbyprckuii rocygapCTBEHHbIN MEAULIMHCKUIA YHUBEPCUTET
MwuH3agpasa Poccuun, OpeHbypr, Poccus

Kniouesble criosa: knuHu4deckuli criyyad, arnymapoeasi
ayudypusi, duazHocmuka

Axmyansnocms. I'mytaposas anuaypust (I'A) 2-ro tuma —
KJIMHUYECKH TeTEPOTeHHOE HapylIeHHe MeXaHU3Ma OKHCIICHHS
SKUPHBIX KUCJIOT U aMHHOKHUCIIOT, IEpeaaroIeecs Mo ayToCoM-
HO-pelecCHBHOMY THITY. PactipocTpaHEHHOCTE JTaHHOTO 3a00Je-
BaHus coctapisieT 1 Ha 200 000 HOBOPOKIEHHBIX.

Onucanue xnunuyeckoeo ciyyas. Pe6éHok M., 5 net, poaucs
ot 2-it 6epemeHHOCTH (1-51 GepeMEeHHOCTh — JIBOMHS, BBIKH/IBIL HA
cpoke 8-9 Hen) B cpok. [1pu poxknennun macca tena 2750 r, amHa Te-
na 50 cM, orieHKa 1o 1kaie Arrap 7/7 6aioB, COCTOSHHIE CpeTHei
CTETIeHH TSDKECTH 32 CUET HEBPOJIOTMUECKON CHMITTOMATHKH. [J{pa-
THO3 MPY POXKICHNH: HEOHATAIbHAS KeNTyXa HeyTOUHEHHAS. [ UmoK-
cryeckast HIedanonarus, OCTPbIA MepUoJ, CHHIPOM BO30YKICHHS.
Iepssiii srm3on T'A y peGEHKa POSBUIICS BSUIOCTBIO, OTCYTCTBUEM
AKTUBHBIX JBWKEHUH, B3I YCTPEMIIEH B OfHY TOUKY. OTMEUeHBI
OTCYTCTBHE aKTHBHBIX JIBIDKEHUH U THIEPCAINBALINS, COCTOSHUE KO-
MBI, CyTOPO’KHBIE KIIOHHIECKUE IOAEPTUBAHMS BEPXHHUX M HIDKHHX
KOHEYHOCTEH, KOTOpBIC OBICTPO KyITUPOBAIKCH. [ TMKEMUsI COCTaBH-
na 1,9 mmonb/i1. Bropoii snmnzon A BHOBb MOBTOPHIICS B YTPEHHUE
Yachl BHIPXKEHHOM CJIa00CTBI0, COHIIMBOCTBIO; PEOEHKA HE KOPMHUIIH,
BBISIBJICHO CHIDKEHHE YPOBHS IIFOKO3bI KPOBH 110 1,6 MMOIIB/JI, Tociie
enpl — 5,6 MModte/n. Tpernit amm3ox ['A mpor30IEn yTpoM Clieayro-
IIeTO JIHS U MPOSIBUJICS BEIPKEHHOH BSUTIOCTBIO, OJIETHOCTBIO KOXK-
HBIX TIOKPOBOB, COHIIMBOCTBIO. YPOBEHb INTIOKO3bI KPOBH HATOLIAK
2,0 MMOJIB/JIT, TIOCTIE CITAAKOTO Yast MOAHsIICS 10 4,6 MMois/i1. [Tocie
MPOBENICHUSI TAHIEMHOM MacC-CIIEKTPOMETPHH OBUIO YCTaHOBIICHO
TIOBBILICHHE KOHIIEHTPALMIA CPEIHE- U JUTMHHOLICTIOYEYHBIX allMiIKap-
HHUTHHOB, KOTOPBIE MOTYT HaOmonarsest pu I'A v 2 (MHOKECTBEH-
HOU HemocTarouHoCcTH ami-KoA-nerunporenas). [Tpu JIHK-mmarso-
cTHKe B 6-M 3K30HE TeHa £7TFDH BhIsSBICH BAPHAHT: HYKJICOTHIHAS
3amena NM_(004453.3:¢.652G>A, p.Asp218Asn B TOMO3UTOTHOM CO-
crosHur. Ha ocHOBaHMM 3THX JAaHHBIX pe6eHKy BBICTABJICH JUArHoO3:
TI'A, Tun 2. AyToCOMHO-peLieCCUBHBIH TUI HaciaenoBanus. [ToBrop-
HBII pUCK 1151 cHOCOB 25% (BBICOKHIA).

3axmouenue. TA, THIT 2 — OIHO U3 PEIKUX HACIEICTBEHHBIX
3a00JIeBaHMH, BCTpEUAIOIIUXCs y feTeil. BeneHune naHHOTO Malu-
€HTa BKJII0YAET B ce0s1 CTPOroe coOIoneHIEe TUETHI ¢ HU3KUM CO-
JACPIKAHUEM KUPOB, OI'PAaHUYCHUC HOTpC6ﬂCHI/I$I JUIMHHOLCIIOYCY-
HBIX JKUPHBIX KHCIJIOT U 3aMEICHUE MX CPeIHELeIIOYeYHBIMH JKUP-
HbIMH Kuciotamu. [IpoTuBonokasaHno rojgonanue, peKOMEH/1yeTcst
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OTPAaHMYUTH (PU3NYECKUE HATPY3KH M BO3IEHCTBHS dKCTpEMallb-
HBIX YCJIOBHH OKPY>KaIOIIEH Cpebl.

HMNBMN-ACCOUMNPOBAHHbIE XENYAO4YHO-
KULLEYHbIE KPOBOTEYEHUA Y OETEN
MINAAOLUErO BO3PACTA

AHppyuieHko B.A., PomaHoBa A.C.
HayuHbin pykoBoauTens: goueHT A.U. KonotunuHa

MepBbi MockoBCKUIA rocy4apCTBEHHbIN MEAULIMHCKAIA
yHuBepcuteT nmenn N.M. Ceuenosa MuHsapasa Poccumn
(CeueHoBckun YHusepcutet), Mocksa, Poccus

Knouesbie criosa: demu, HecmepouOHble
npomueoegocnanumesibHble npenapamsl, 1eKapcmeeHHbIe
peakyuu, mapkepbl, uagHOCMUKa

Axmyansnocms. VICTIoNb30BaHUE HECTEPOUIHBIX IPOTHBOBOC-
nanutenbHbIX npenaparos (HIIBIT) conpsikeHo ¢ moOo4YHBIMH Jie-
KapCTBEHHBIMU PEAKLUSAMHU, KOTOPBIE ITPOSIBISIOTCS BOCHIATUTEIb-
HBIMH, 5PO3UBHO-3BEHHBIMU N3MEHEHHUSIMH CITU3HCTOH 000I0YKH
(CO) xenynouno-kumeynoro tpakra (JKKT). HIIBII moryT un-
nynupoath nopaxenus JKKT Ha BcéM ero MpoTsHKEHUH, OTHAKO
nopaxenus CO Bepxuux oraenos XKKT pasBuBaercs B 6 pa3 ua-
11e, 0COOEHHO y JieTell MIajlero Bo3pacTa, BKIOYas A3BEHHYIO
0o0Je3Hb U KenynouHo-kumeyHbie kpoBoreueHus: (JKKK).

L]enwv: onpenennts 3Haunmocts HIIBII-acconnnpoBannoro
KKK y nereit Ha mpuMepe KIMHAYECKUX CIydaeB SKCTPEHHO Io-
CIIMTAJIM3UPOBAHHBIX ITAIIUEHTOB C JUAarHO30M: OCTpaﬂ KUIOCYHaA
uH(EKIYs HEyTOUHEHHON 9THOIO0TUH, TaCTPO3HTEPUT.

Mamepuanvt u memooul. IIpoBeni€H PeTPOCIEKTUBHBIN aHa-
JIU3 MEAUIMHCKON TOKyMEHTALUH IETEeH, TOCITUTAIM3UPOBAHHbIX
B cBs13u ¢ KKK, ¢ narabmvu o mpuéme HIIBII no mosienus mep-
BbIX cuMmnTomMoB JKKK.

Pezynomamut. TlpoBenén aHanus uctopuii 6one3nu 3 aereit
MJIQJIIIETO Bo3pacTa (MaJBYMKK B Bo3pacte 2 u 4 roa, 5 ser). Bee
nern npuaMa HTIBIT nost kyrmpoBanwst (heOprUTbHORM JIMXOPaIKH
(i OCTpOM KHIIEYHOH MH(peKImH). YacToTa BCTPeYaeMOCTH KU~
Huueckux npusHakoB KKK y o0cienoBaHHbBIX IeTei: pBOTA 10 TH-
my «kodetinoit rymm» (100%), obmas cnabocts (100%), Menena He
ormeuanack. [lepsbiit quarnoctupyemsiii cumnrom KKK y Beex ne-
Tel pBOTa IO TUIY «KoeiiHo rynm» B TeueHue 3—5 qHei Gonee
4 pa3 B cytku. [To 1abopaTopHbIM TaHHBIM y BCeX JeTell Habmona-
JIOCh TIOBBIIIEHHE YpoBH: C-peakTHBHOIO Oenka, ocTreMoppart-
Yeckas aHeMHs C MOKa3aHusAMH K reMotpancdys3uu. [Tpu Y31 op-
T'aHOB OPIOIIHOM MOJIOCTH Y 2 MAJIEIMKOB ObLT IMAarHOCTHPOBAH Me-
3azieHuT. IIpu 330¢aroracTporyoIeHOCKOINN BbIsBIECHA aKTUBHAsS
sI3Ba JKEITyJKa, OCTPbIM reMopparuueckuil racTpur, y Majasuuka 5
JIeT — aKTHUBHAs 53Ba JABEHAAATUIIEPCTHON KHUIIKU. Y BCeX JeTei
HCKITIOYeHa XeMMKoOaKTepHast HH(EKIIHs1, THOIOTHIECKUI (GaKTop
KUIIEeYHOH NH(EKIMN YCTAaHOBIIEH TOJIBKO Y MaJIbIMKa 2 JIeT — HO-
POBUPYCHBII racTpo3HTEpUT. B KpoBU y neTeit oTMeyascst KoMIeH-
CHPOBaHHBIN META0ONUUYECKHI alliI03.

3axmouenue. Jle6ror HIIBII-acconuupoBaHHOTO NOPasKEHUs
CO XKT y nmereit miamiiero Bo3pacra 4acto nporekaer Ha ¢o-
HE KUIIEYHOTO WM PECITUPATOPHOTO HH(PEKINOHHOTO Mporecca
U OMOCpeioBaH yiblieporeHHbM aeiicteuem HITBII. Heobxomu-
Ma CBOEBPEMEHHas AUArHOCTHKA (haKTOPOB PUCKa OCIOKHEHHH Ha
¢one npuéma HIIBII, yuuTsiBast BO3pacT, 1o, CEMEIHbIH aHaM-
HeE3, 103MPOBKY U KpaTtHocTh npuéma HIIBII.

ACCOUMALINA TACTPUTA
C N’MnoBUTAMMHO3OM D
Y NOAPOCTKOB

AHukuHa K.A.

Hayu4HbI# pykoBoguUTENb: AOKTOP MeA. Hayk
T.B. MNonnBaHoBa

Hay4Ho-uccrnenoBaTenbCkuii UHCTUTYT MEeQULIMHCKMX
npobnem Ceeepa Cnbupckoro otaeneHuns PAH, KpacHosipck,
Poccus

Knroyessle criosa: 0emu, 2acmpum, euriosumamuHo3 D,
uHuyuposaHue Helicobacter pylori

Axmyanonocmy. T'acTpuT y AeTell MPOSBISETCS MPEUMYIIe-
CTBEHHO BOCIIQJICHHEM CIIM3UCTON O0OJIOUKH JKEITyIKa, IPporpec-
CHPOBAaHUE KOTOPOTO MPUBOAUT K MPEIPAKOBEIM 3a00JICBAHISM H
paxy kenyaka. YCTaHOBIIEHA CBS3b D-1e(DUIIUTHBIX COCTOSIHUI 1
HPEIPaKOBBIX 3a00JICBaHIUN JKEITy/IKa.

Lenv: onpenennuTs acCOMUAIMI0 aKTHBHOCTH BOCIIAIUTEIIb-
HOTO TIPOIecca aHTPAIBHOTO TaCTPUTA Y TOAPOCTKOB C THIIOBH-
TaMHHO30M D.

Mamepuanvl u memoosi. O0cnenoBano 93 NOAPOCTKA B BO3-
pacte 12—-17 ner. IIpoBeneHa ¢puOpPOracTpoLyoOAEHOCKOIUS C
Ouorcuelt caM3UCTON 000JI0UKY aHTPAIBHOIO OTAENA JKEIY/IKA.
JlMarHo3 «racTput MOATBEPIKAEH MOP(POIOTUISCKH TOCTE OKpa-
CKH OHMOTICHITHBIX CPE30B TEMAaTOKCHUIIMHOM U 903WHOM B COOTBET-
ctBuM ¢ Cuaneiickoii knaccudukanueid. OnpeneneHne ypoBHs
25(OH)D ocymiecTBiIsIH METOJJOM HMMYHO(EPMEHTHOTO aHAITHU-
3a B CBIBOPOTKE KpOBH OONBHBIX. MccienoBanus oq00peHbI 3TH-
YECKMM KOMHTETOM, IIPOBEICHBI IPH JOOPOBOIBHOM ITHCEMEHHOM
MHPOPMHUPOBAHHOM COIVIACHH POJMTENeH U mauueHtoB. Ctatu-
CTHYECKasi 3HAYMMOCTh Ka9eCTBEHHBIX MPU3HAKOB OIIEHEHA C TI0-
MoIb Kputepus x2 upu p < 0,05.

Pesynomamut. Y o0cnenoBaHHbIX ieTeit runoButaMuHo3 D ycra-
HOBJIEH B 25,8% cityyaeB. Y MOIPOCTKOB C BEICOKOAKTHBHBIM racTpH-
TOM (2-3 crenenu) yaie onpenessuics runosuramuuos D (70,8%
ciydaes) (p = 0,007). Hamuune runosuramutosa D yBennuusaro ac-
conmarmio ¢ uduiposanrem Helicobacter pylori (p = 0,067). Tlpu-
4yéM B TpyIITE ¢ HU3KUM ypoBHEeM BuTamuHa D (nedurmrom) uncio
nereit ¢ uadexument H. pylori 6bu10 3Ha49MMO yBendeHo (p = 0,037).

3akarouenue. Y eTell ¢ TaCTPUTOM YCTaHOBJIEHA 3HAUUMas
accoIManyst akTHBHOCTH BOCHAIUTENBHOTO IpOIiecca B aHTPyMe
xenyaka u H. pylori undunupoBanus ¢ Ae(pUIUTOM BUTAMUHA
D, 4ro cnenyeT yIuTHIBATh P ONPEHEICHUN TAKTHKY JICUCHUSL.

k ok ok

NOCTKOBUAHbLIA CUHOPOM Y OETEN
B AMBYJNIATOPHbIX YCITOBUAX
ATtHab6aeBa J1.U.

HayuHbI pykoBoaMTeEnNb: KaHA. MeA. HaykK
A.B. YypakoBa

MxeBckasi rocyqapCcTBeHHas MeguUMHcKas akagemus
MwuHsgpaBa Poccun, Wxeck, Poccusa

Kntouesnie criosa: demu, nocmko8uOHbIU CUHOPOM,
rpomueo8UpPYCHoE fieyeHue

AxmyanvrHocms. B HacTosIIee BpeMs HAKOIIJIeH OOJbIION Ma-
Teprall 0 HOPMUPOBAHUH UTUTEIHHOTO TIOCTKOBUIHOTO CHHIPOMA
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y B3pOCTBIX. Y JIeTell, mepeHECIINX KOPOHABUPYCHYIO HH(PEKIIUIO
B aMOyJIaTOPHBIX YCIOBHUSX, TAKUX JAHHBIX €€ HEAOCTATOTHO.

L]ens: onpenenuTs yacToTy ocioxkHeHuit nocie COVID-19
y JIeTeH, MOMyYUBIINX aMOyJIaTOPHOE JICYCHHUE.

Mamepuanevr u memoouwr. I[lpoananuzuposano 130 kapt 6oib-
HBIX nerteil, nepebonesmmx COVID-19. Bo3pact neteii Bappupo-
BaJ oT 6 Mec 10 18 net. bonpHbIe OBUTH paciipeesieHbl HaMH Ha
2 rpynmbl: 1-10 cocraBuiu 22 peOEHKa, HE TMONTyYaBIIue MPOTH-
BOBUPYCHBIX IIpenaparoB, 2-10 — 108 neTeii, KOTOpbIe MOIyJanu
MPOTUBOBHUPYCHOE JICUCHHUE.

Pesynomameur. B 1-1 rpynne netei, He Moay4aBIINX NpOTH-
BOBHPYCHBIX Hpenaparos, y 13 (59,1%) Obu1 BBISABIIEH TOCTKOBHUI-
HBI CHHAPOM B (hopMe CTOMKOTrO Kalulsi, HapyIleHui cHa, clia-
00CTH, HApyIICHNI KOHIIEHTPAIlMd BHUMAaHUS, TUIOXOH ycIieBa-
€MOCTH B I1Koje. Bo 2-if rpymmne nocTKOBUIHBIN CHHIIPOM OBLI
JIUarHOCTHPOBaH y 29 (26,8%) mereil u XxapakTepu3oBaJICs U3-
MEHEHHUSIMH T0JI0Ca, YyBCTBOM HEXBAaTKU BO3/lyXa, COXpAaHEHUEM
JUIATENBHOro Kanuist. O4eBUIHO, YTO NOCTKOBUIHBIA CHHIPOM Y
OONBHBIX JETe, MOTyYHBLINX aMOyIaTOPHO STHOTPOITHYIO Tepa-
ITHIO, BBISBISUICS OoJiee ueM B 2,2 pasa pexe, 4eM y OONbHBIX, He
HOJTy4YaBIIMX IPOTHBOBUPYCHBIX MPEMapaToB. TsHKeCTh TEUCHUS
COVID-19 mbI cMomy onpeaenuTs Tonsko y 108 nereit 2-if rpyn-
nbl. COVID-19 nérkoii creneny ObUT AUATHOCTUPOBAH Y OOMBIIMH-
ctBa (80) nerei, Tonbko 23 (21,2%) pebénka nepeneciu 3adoe-
BaHHUE CpeHEH cTeneHu TshkecTu. [Ipu 3a0oneBaHuu aeTei nér-
KOM CTeneH! TSHKECTH ITOCTKOBUIHBIA CHHIPOM BCTpedancs y 23
(28,0%), mpotexan B Buzie ciaboCTH, UIUTENbHOro Kanust. [Ipu
CPEAHETSDKEIIOM TEYSHUH TIOCTKOBUIHBIA CHHIPOM OBLI AMarHo-
ctupoBaH y 11 (47,8%) nereit u mpotekan B Buze ciaaboCTH, K-
TEJBHOTO Kaluld, HexXBaTku Bo3ayxa.llpu 3Tom kimHUKa MocT-
KOBUIHOTO cuHIpoMa y 108 mereil, mepeHécmmx 3a0oieBaHIe B
aMOyJIaTOPHBIX YCJIOBUSIX, CKIIA/IBIBATIACh U3 BEIPAXKEHHOW c11a00-
ctu (21 pe6énok; 16,0%); pecripaTopHEIX CUMIITOMOB (29 feteif;
22,3%); nucnencuveckux HapyueHui (8 nerei; 6,0%); acteHu-
yeckoro cunapoma (14 nereii; 10,7%); nopaxenuii koxu (9 ne-
Teil; 6,9%); Hapymenuid obonstHus (9 nereii; 6,9%); Bererarus-
Hoit mucdynkimu (10 gereit; 7,6%); MOBBIIEHHON TPEBOXXHOCTH
(15 mereit; 11,5%).

3axnouenue. BeisBIeHa IpsiMast CBSI3b MEXKILY TSKECTBIO Te-
yenusi COVID-19 y nereii u yactoTol pa3BUTHsI TOCTKOBUIHOTO
curapoma. [Ipu OTCYTCTBHM STHOTPOIHON TepaIruy JJTUTEIbHbIH
TTOCTKOBHUIHBII CHHIIPOM Pa3BUBAJICS y KaXX/10TO BTOPOTO peOEH-
ka. CaMBIMH YaCTBIMHU TPOSIBICHUSIMH MOCTKOBHIHOTO CHHIPO-
Ma y Jereil ObUIM aCTeHWYECKHUI M KallUIEBbIA CHHAPOMBI, Bere-
TaTUBHAS TUCHYHKIMS.

BINMUAHUE KOMOPBUOHOW NMATONOMNHU
HA TEYEHME COVID-19 Y JETEWN

BabkuH A.A.
HayuHbin pykoBoguTtens: npod. U.K. Boromonosa

YuTrHCKasa rocygapcTBeHHasa MeauLmMHCKasa akageMmus
MwuHsgpaBa Poccun, Yuta, Poccus

Krroyesnle criosa: demu, 8UPYCHbIE UHGheKuuU,
conymemeyioujue ¢hopMbi amosoauu

Axmyansrocms. COVID-19 sBisieTcst pactipocTpaH€HHON BH-
pycHoit uHdekIpen, nopaxarolieii aereil Bcex BO3pacToB. 3HAYH-
MBIMU (haKTOpaMHU PUCKA TSHKENOH (GOpMBI TeUeHHU MHPEKIUN SB-
JsieTcsl KOMOPOUIHAs ATONIOTUsl, KOTOpast OIpeienuia HeoOXoau-
MOCTb IIPOBEAEHHS Hallel paboThI.

Llenv pabomul: TPOaHATM3UPOBATH COCTOSHUE 300POBbBS JIe-
teit mociie COVID-19 ¢ koMopOHIHO MaToIOrHEeH.

Mamepuanst u memoowsi. O6cnenoBansl 117 nereii B Bo3pac-
te 7-14 net, rocnuTanu3upoBaHHbIX ¢ quarHozoMm COVID-19 B
nepuox ¢ 16.04.2020 o 31.07.2020 (1-s rpynmna). ConyTcTBytO-
e GpopMbI MATOJIOTUH MPEICTABICHBI aJNIEPrUIeCKUMHU 00JIe3-
HaMU (2-51 Tpynma; 7 = 15) ¥ 9K30T€HHO-KOHCTHTYIIHOHATHHBIM
oxupenueM (3-s rpynmna; n = 16). Uepes 48 nen mocine COVID-19
OB BHIIOJHEH KITMHIMYECKUH OCMOTP OONBHBIX; POBEEHA OLICH-
Ka KPaTHOCTU OCTPBIX pecnuparopHsix nHpeknuii (OPU), otu-
TOB, THEBMOHUI U BHOBb BBISIBIIEHHBIX 3a00sieBaHUi 110 popme
No 112/y. inst masioii BeIGOpKH onpenessiin kpurepuit x> Iupco-
Ha. Pa3nmums currany 3Ha9nMbeIME TipH p < 0,05.

Pesynomamer. lo COVID-19 OPU no 4 pa3 B ron ormMedanu
y 14 naumenros 2-i rpynmsl, 6 aereii 3-it rpynmnsl 1 39 o6caeno-
BaHHbIX 1-i rpymnmsl. [Tocie COVID-19 OPH 6butn BbISIBICHBI Y
11 manuenToB 2-# rpynmnsl, 3 gereit 3-i rpynmnst u 15 6onbHbIX 1-#
rpymmnsl. Yactora OPU Gonee 4 pa3 B rog 0 NaHJEMUH COCTaBUIIA
JUIsl IAIMEHTOB 2-# rpymnmsl 6,7% city4aes, 3-if rpynmsl — 36,4%,
1-# rpynmmsr — 31%. Yepes 1,5 roma OPU 6butn 3apeructpupo-
BaHbl B 43,8% ciydasx y manueHToB 3-ii rpynnsl, B 26,6% ciy-
YaeB y jaeTe 2-i rpymnnsl U B 72,4% ciydaeB y 00CIieOBaHHBIX
1-#1 rpynnbl. [THeBMOHMM ¥ OTUTHI OBUTH BBISBJICHBI 10 TAHIEMHUH
y 1 pe6&nka 3-ii rpynmnsl, y 2 nereif 1-ii rpynnel, Tora Kak B Io-
CTIIAHIEMUYECKUH MTEPUO YBEIHIWIOCHh YUCIIO CITydaeB UX ITH-
arHocTtuku B 37,4% ciryuaeB y nauneHToB 3-i rpynmsl u B 2,1%
ciydJasix y aereit 1-if rpynmel. BriepBrie ycTaHOBJICHHbIE JUArHO-
3bl y PEKOHBAJICCIICHTOB 2-if U 3-i1 rpynn ObUIN MpeACTaBIeHbI 00-
NIe3HsIMU opraHoB nuieBapenus (46,7 u 40%), HepBHOH cUCTEMbI
(40 u 20%), masa u ero npugaroynoro anmnapara (33,3 u 20%),
XPOHUYECKUMU OOJNE3HSAMH OpPraHoB neixanus (26,7 u 10%), oH-
JOKpUHHOM cuctemsl (6,7 1 40% COOTBETCTBEHHO), y AeTel 3-i
TPYIIIBI Yallle PErUCTPUPOBAIUCH PACCTPONCTBA TUTAHUS U Hapy-
meHust oomena Berects (100%; p < 0,05).

3axmouenue. JI€rkas popma COVID-19 xapakrepHa Jyis na-
LHEHTOB C aJUIEPIUYeCKUMU OOJIE3HSIMH, TOT/IAa KaK Y JIETeH C 0XKu-
peHueM yaie GUKCHPOBAIN CPETHETIKENYIO e€ hopMy, a TaKKe
YBEJNIWYCHUE Y TIOCIEIHUX YacTOTH peructpanuu ciydaes OPU, B
TOM YHCIIE OCJIOKHEHHBIX, 1 BO3PACTAHUE YaCTOTHI CIIy4aeB pac-
CTPOMCTB MUTAHUS U HApYIIEHUs OOMEHa BELIECTB.

* %k ok

CUHOPOM CTUBEHCA-I)XOHCOHA Y PEBEHKA
C BHEBONbHUYHOW MHEBMOHUEW

BanmyxambeToBa [l., AktynaeBa X.P., Koctun P.K.
Hay4Hbin pykoBoguTtens: goueHT IL.C. AHUKMH

MepBbIn MockoBCKUiA rocyaapCTBEHHbIN MEAULIMHCKUIA
yHuepcuteT nmenn N.M. CeveHosa MuHsgpasa Poccum
(CeyveHoBckuin YHuBepcutet), Mocksa, Poccust

Kntoyesble criosa: knuHu4deckul crydad, 0emu, CUHOpoM
CmuseHca—/[xoHcoHa, OuazHoCcmuKa, nedeHue

Axmyanvrocms. Cunapom CtuBeHca—/[»KOHCOHA SIBISETCS
KpaifHe TsoKENoH (opMoit arepromepMaro3oB y gereif. ITokasa-
Tesb 3a00sIeBaeMOCTH KoneOeTes oT 1 1o 6 ciaydaeB Ha | MIH
YeNOBEeK B TOJ, IPH 3TOM JIEeTaIbHOCTh gocTturaet 20%. 3abo-
JICBaHNE HAUYMHAETCS OCTPO, a NOPAKEHNE KOKHBIX ITOKPOBOB U
CJIM3UCTHIX 000JIOYEK COMPOBOXKAACTCS SIPKO BHIPAKCHHBIMH CHM-
MTOMaMH MHTOKCHKAIIUH.

Onucanue kaunuyeckozo ciyyas. Manwauk, 14 net, nocras-
JIeH B IETCKYI0 HH(EKINOHHYIO OONBHUILY C XKajJoO0aMH Ha Io-
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BBILIIEHHE TeMIieparypsl Tena 10 40°C, HempoayKTUBHBIH Kalleib
1 OJIBIIIIKY, a TAK)Ke BEIPAYKEHHBI HHTOKCUKAIMOHHBIA CHHIPOM.
JInst KynupoBaHUs JTMXOPAAKU CaMOCTOSITENIBHO IPUHUMAT HeCTe-
POUAHBIC TIPOTUBOBOCHAIUTEIIBHBIC CPEACTBA B TEPANICBTUUCCKUX
Jl03ax B TeueHue 2 Heq 6e3 addexra.

I1pu mocrymeHn: 1a60paTopHO — MOBBIIIEHHE MAPKEPOB BOC-
nasieHuss — ypoBeHb C-peakTuBHOro Oeska 52,6 M/, GHOpHHOTEH
4 t/n. TIIP-Tect Ha 0OHApyKEHHE MUKOILIA3MEHHOM MH(EKIMH MO~
noxuTenieH. [Ipu peHTreHOBCKOM 00CIIeIOBAHUH OPraHOB IPYAHON
KIIETKU ONpPENENAI0TCs IPU3HAKH JIEBOCTOPOHHEH CErMEHTapHOMN
NMHeBMOHNH. brlla Ha3sHaueHa aHTHOAKTepHalbHas Tepanms. Yepes
2 JTHS TTOCIIe TOCTINTAIM3AIIH 00IIee COCTOSTHHE YXY/IIIIIOCH, Os-
BUJIHCB JKaJIOOBI Ha CHIITb, 3y M TIOKPACHEHHE I1a3 MIPH COXPAHSIIO-
IMXCS JIMXOPAJIKe M MHTOKCHKAIWK. Ha MOMEHT ocMOTpa cim3ucTast
000JI049Ka TTOJIOCTH PTa OOJIOKEHA IIOTHBIM OEJbIM HaJIETOM, Ha KO-
e KUCTEH PyK, JIMLA U TYJIOBHIIA OTMEYAIOTCS HIEMEHTHI O0IInp-
HOH CBIIIY C CEPO3HBIM COJCP>KMMBIM U IUIOTHOH MOKPBIIIKOH, C BeH-
YHAKOM THIIEPEMUH, CIHMBAIOIIEHCS 10 5 cM B auamerpe. CHMITTOM
HuKoIbCKOro — NecKBamManyst BEpXHUX CIIOEB SMHICPMICA TP He-
0OJIBIIOM HaJABIIMBAHHY FJIM TPEHUH KOKH, IPHIIETAIOIIeH K Oyiuie
— orpuuarensHblid. Kpome Toro, HaOnmoaanuch BEIpaKeHHAs: KOHb-
FOHKTHUBAJIbHAst UHBCKIWSA, MHOKCCTBCHHBIC OPO31H U Cy6KOH"b}OH-
KTHBAJIbHBIC KPOBOM3USHKS. Ha OCHOBaHUM STHX JAHHBIX OBLT JHU-
arHocTHpoBaH cuHIpoM CruseHca—/[xoHCOHa. C ya€TOM pa3BHTHS
9TON TOKCHKO-aJUIEPTHYECKOM PEAKINH C THKETBIM MOPaKEHHEM CIIU-
3UCTBIX 000IOUEK HA3HAYCHA TePaIysl NIFOKOKOPTHKOCTEPOUIAMH 1
HMMMYHOIJIOOYJIMHOM YeJIOBEYECKUM B I03UPOBKe 10 2 I/KT: CrycTs
3 Hez HocIie FOCIUTAN3ALMY COCTOSIHIE PEOEHKA YIOBICTBOPUTE b
HOE: HHTOKCHKAIIMOHHBIH 1 TOKCHYECKUH SIHIePMATBHBIN CHHPO-
MBI KyIUpOBaHbL. OTMeYaeTcsi perpecc ChIH, CIU3KUCTas! TTONOCTH
PTa ¥ KOHBIOHKTHBA JITUTENM3UPOBAHEL, 3y/1a HeT. [1o TaHHBIM J1a00-
paropHoro o0cenoBaHus: ypoBeHb C-peakTuBHOro Oenka 16,4 M/,
(uOpHHOTeH 2 /11, CKOPOCTh OCENaHUsI SPUTPOLUTOB 17 MM. Yuu-
ThIBasI TOJIOKUTENBHYIO AUHAMUKY, peOEHOK BBITIMCAH U3 CTallLIOHA-
pa 1oz HaOMIoieHUE NeUaTpa 110 MECTY XKUTEIbCTBA

3axmouenue. Tlprmaunoit hpopmupoBanus cuaapoma CTUBEH-
ca—/[)KOHCOHA Y OOJIHOTO SIBJISIETCSI CAMOCTOSTENBHBIN JITTENh-
HBIH MPUEM HECTEPOUIHBIX MPOTUBOBOCTIAIUTENBHBIX CPEACTB.
OCHOBHOH LIENBIO B BEACHUHU NMOIOOHBIX CIOKHBIX KIHHUYECKUX
CIIy4acB SBIISICTCS HACTOPOXKCHHOE BHUMAHHE K aJUICPTHYCCKUM
HPOSIBIICHHUSAM, 0COOCHHO YYUTHIBast TOT (haKT, YTO U caMa MHKO-
TuUIa3MeHHast MHGEKIUS, U IIpenapaThl, MpUHUMaeMble MAIeHTOM
Kak aMOyJIaTOpHO, TaK U MOCIIE TOCIUTAIN3ALIN, MOTYT OBITh TPH-
reppaMy OMUCAaHHOTO CHHApOMA. J|aHHBINA KIIMHUYECKUH CiTydait
JIEMOHCTPHUPYET 3HAUMMOCTb PaHHEH TMAarHOCTUKH M CBOEBPEMEH-
HOU Tepanuy BHEOOILHUYHOMH THEBMOHHH, a TAK)KE HEOOXOIUMO-
CTH MaKCHMAJIbHO OBICTPOH MACHTU(DUKAIMHY ITPenapaToB-TPUTTe-
POB U JajbHeWIIas HX OTMEHA.

BPOXOEHHbIA OE®ULIUT MPOTEUHA C

Banuna I.C.
HayuHbin pykoBoguTtensb: goueHT C.T. KnsaroBa

MeaunumHckuii yHmBepcuteT Kaparangpl, KaparaHaa,
Pecnybnuka KaszaxctaH

Kniouesnbie criosa: knuHu4eckul criyqati, HO80POXOEHHbIU,
8poxx0eHHbIlU deghuyum rnpomeuHa C

Axmyansnocms. Jedunut nporeuna C — 3T0 HACIEIACTBEH-
HBIH WM IPHOOPETEHHBINA (hakTop prcKa TpoMOO(UIHH ¢ pa3ind-
HBIMH POSIBIICHHUSIME — OT OECCUMIITOMHON M BEHO3HO# TpOMOO-

9MOOJIH 10 MOJTHUEHOCHOH My PITyPbl HOBOPOXKIEHHBIX, OIIACHO-
ro JUIsl )ku3HH 3aboneBanus. Jeduur nporenHa C HacnemyeTcs
ayTOCOMHO-TOMMHAHTHO. YpOBeHb MpoTenHa C y TreTepo3uror-
HBIX HOcuTened paBeH 30—-60% OT HOPMBI, TOMO3UTOTHBIE MPAK-
THUYECKH He uMeroT nporerHa C U morubaroT BHyTPUYTPOOHO HITH
cpazy Hocie poxaeHHus. | OMO3UTOTHBIE COCTOSIHUS MPOSIBISIOTCS
B paHHEM JeTCTBe (DYIbMUHAHTHOW MyPITypOH HOBOPOXKIEHHBIX
1 Jacto (aranbHbl, ypoBeHb poTenHa C y TaKuX HOBOPOXKAEH-
HBIX HAXOAUTCS Ha HEONIPEACIIEMOM YPOBHE.

Onucanue kaunuveckoeo cayudai. Jlesouka H., oT marepu
26 nert, or 3-i GepeMEeHHOCTH, 2-X OBICTPBIX CaMOIPOU3BOJIBHBIX
ponos. IlepBas GepemeHHOCTH MpoTeKana 6e3 0COOeHHOCTEH, 2-5
OepeMEeHHOCTh 3aKOHYMIIACh CAMONPOM3BOIBHEIM a0opToM. B aHa-
MHE3€ y MaTepyl [IUTOMETalOBUPYCHAsI MHGEKIHUS, XPOHUIECKHH
canbIHroo(opuT. JeBouka poaunacs ¢ Maccoi Tena Ipy pokie-
uHuu 3070 1, anuHa tena 49 oM, oneHka 1o mkaine Anrap 8/9 6an-
10B. CoCTOSHHE NPU POXKICHUH TSDKENOE, POSIBIICHUS T1aTOJIOT I
Ha4aJIuCh C POXKICHUS: CIIOHTaHHBIE TeMaToOMbl 00eHX HOT, 30HBI He-
Kpo3a B 00JIaCTH IPaBOH CTOITBI M CIIEBa B OOJACTH CTOIIBI U TOJIe-
HOCTOITHOTO cycTaga. [To 1abopaTopHBIM JaHHBIM: TPOMOOLIUITOIIE-
Hust — 34 x 10°/11, B KoarysorpaMme: IPOTPOMOHHOBOE BpeMsT —
21 ¢, HenpepBIBHOE TEUEHUE C YACTBIMKU 000CTpEeHHUAMH. B naHHBII
MoMeHT pedéHKy 1 rox 3 Mec. CocTosHHe O0IbHOM paclieHUBAETCS
Kak TsDKENoe 3a CUET reMOpparuuecKoro CHHAPOMa, ocTreMoppa-
THYECKON aHEeMUH JIETKOH CTEeTIeHH, HEBPOJIOTHYECKOH CHMITTOMA-
THKH, MTHTOKCHKauy. CaMO4yBCTBHE HapyIIEHO, B CO3HAHUH, IJIa-
3a OTKPBIBAET, HE MIPOCIIEKHUBAECT, B3IAL IUTaBaromuii. CaMocTos-
TEJILHO HE COCET, KOPMUTCS uepe3 30H, MpoTepThIi cToi rmo 100 M,
Ha 7 pexxume. JIokanbHBIN cTaTyc: Ha MECTe TeMaToMBbl B 00J1aCTH
rpaBoro 6ezpa, 3aHUMAIOIIEH BCIO 33HIO0, OOKOBYIO U Iepen-
HIOIO TIOBEPXHOCTH, pyOII0Basi TKaHb, HA JICBOH MATOYHOM 00NACTH
pyb6er. Ha npaBoii pyke (1uiedo, npearuiedse) pyoiioBas Tkanb. Ha
JIEBOM IUI€YE FeMOpParndeckue KOpKH, B 00JIaCTH JIEBOTO MIpeIie-
4bsi OTEK craj. JKMBOT MArKHM, yMEPEHHO B3MyT, IOCTYIIEH NaJlblla-
. [Teyens yBennuena 1o +4,0-4,5 cM, cpefHel 31aCTUYHOCTH),
cene3éHka He nanbnupyercs. bonbHas HabmonaeTcs ¢ nuarHosa-
Mu: MONHUEHOCHASI ITypITypa HOBOPOXXKAEHHBIX. JleduuuT nporen-
Ha C. JlucceMrHMpOBaHHOE BHYTPHCOCYUCTOE CBEPTHIBAHUE KPO-
BH y IJI0Ja U HOBOPOXKIEHHOTO. IlepuHaransHoe opaxeHue [eH-
TpaJbHOW HEPBHOW CUCTEMBI CMEILIAaHHON STHOJIOTUH, TIOCIIEICTBUS
KPOBOM3JIMSHHUS B BEIIECTBO MO3ra, BHYTPHIKEIYIOYKOBOE KPOBO-
nznusHue 3 crenenu. Pannuii BoccraHoBUTENbHBIN nepuon. CMe-
[IaHHas, POorpeccupyomas ruapouedanis, arpodus BelecTBa
ronoBHOro mMosra. Cynopoxkasiit cuaapom. [lomydaer nannmaTus-
HYyIO IOMOIIb ¥ CHMIITOMAaTHYECKYIO TEPAIIHIO.

3axntouenue. BpoxnéHuas HenocrarouHocTh nporenHa C Tpe-
Oyet mpoBeneHus! NPoPUIAKTHUESCKUX H JIe4eOHBIX MEpOIIPHsI-
TUH U151 IPeayNpPEeKISHHS Pa3BUTHsI TPOMOO30B U (paTalbHBIX
OCJIOXKHEHHH.

FENIbMUHTO3 C NOPAXXEHUEM LLEHTPANBbHON
HEPBHOW CUCTEMbI Y PEBEHKA

BapaHoB E.K.

HayuHbI pykoBoguTens: goueHT A.1O. LLlyTkoBa

[MpuBoOMmXCKMN nccrnegoBaTenbCKMN MeAULIMHCKUIA
yHuBepcuteT MuHsapasa Poccun, HuxHuin Hosropoa, Poccus

Knrouesnie criosa: knuHu4eckul criyqal, demu,
HelipoeennbMUHMO3bl, OuazHOCMUKa, fie4eHue
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Axmyanvrhocms. HelporenbMHHTO3bI — 3TO Hapa3uTapHbIe
3aboneBaHus ¢ HOPMUPOBAHUEM CTOUKOTO 0YaroBOTO MOPAXKEHHUS
IEHTPaJIbHON HEPBHOM CHCTEMbI M HEOJIAronpusTHBIM IPOTHO-
30M. CaMbIM 4acThIM HEHPOTeIbMHHTO30M SBISIETCS HEHPOIH-
ctuuepkos. Ero pacnpocrpan€HHocts gocturaer 6% B SHIEMHY-
HBIX pailoHax, a B peruoHax Poccuu Bapeupyer ot 0,09 1o 0,89%.

Onucanue KIuHu4ecko2o ciyuas. B 1eTCKy1o roponcKyro K-
HUYECKYIO OOJBHUILY OCTYITHII MAJIBIUK, 12 JIeT, ¢ )kanodaMu Ha
HOBTOPHBIE IPHCTYIIBI CYIOPOT, TOJIOBHBIE O01H. 13 aHamMHe3a u3-
BECTHO, YTO peOEHOK poauics B VIHIUM U IPpoXUBaJI TaM 3 roja.
“KanoOrl Ha ymMepeHHbIe rosIoBHbBIE O0nn 1 Py3HOro Xapakrepa
¢ 7 net. B 8 et BriepBbIe BO3HUK KOPOTKHUIN SHHUICITHYECKU KO-
HUKO-TOHWYECKUH npucTyIL. [1o 3TOMy MOBOAY 32 MEIHMIIMHCKOM
MOMOIIbI0 peOEHOK He oOparaics. BriepBbie nanueHT oodcneso-
BaH B Bo3pacte 10 net. [lpn MynasTucnupasbHONH KOMITBIOTEPHOM
tomorpadpun (MCKT) ronoBHOro Mosra B napeHXume OOJIBIIHX
MOJIyHIapUi KOHBEKCUTANIbHO BBISBICHBI Iapa3UTapHble O4aru
Pa3HON CTENEHH 3peNoCTU (KUCThI CO CKOJIEKCOM, KalbLUHUPO-
BaHHBIE 04Yard). AHTHTENA K TOKCOIUIa3Me, TOKCOKapaM, BUPYCy
nMMyHoAeduIHTa YeToBeKka oTpuuarensHple. Ha anexrposHie-
(danorpamme (33I): snunentudopmMHas akTHBHOCTh. Cepoioru-
4eCKOe UCCIIeIOBaHNE Ha JIPyTHe aHTHIapa3uTapHble aHTUTENA
He npoBoauiIoch. Crnenu@uuecKkoro JieueHus: He Ha3HAYalIoCh.
B 12 net pa3Buics NOBTOPHBIN reHepaIn30BaHHBINA KIOHHYE-
CKHH IPUCTYH JUTUTENEHOCTBIO 10 2 MUH C TIOCIENYIOIEH MOCT-
MIPUCTYITHOM Jie3opueHTaiuei. [Ipu rocnurann3aniuu 00beKTHB-
HO: CO3HaHHE SICHOE, MEHUHT €aJIbHBIC CUMIITOMBI OTPUIIATEIbHBIE.
YepenHo-M03roBasi HHHEpPBAlLMsA HE HapylleHa. MbIIleuHbIi TO-
Hyc ¢usnonorndyeckuil. Cyxoxuinbasle peduiekcsl sxusble, D = S.
KoopaunaropHbix HapyuieHuit HeT. B o0mieM aHasnuse KpoBH 30-
suHOmHs (8,8%). [Ipu MCKT ronoBHOro Mo3ra napasutapHble
0Yary MpexHeH JoKamu3anum, 6e3 oTpuLareibHOM AuHaMuKku. Ha
90T snunentuOpMHOI aKTUBHOCTH HET. [10 JaHHBIM MHCTpY-
MEHTaJIbHBIX 00CIe0BaHUI TAPa3UTAPHBIX OYaroB B IPYTUX Op-
raHax He BbLaBIeHO. C yuéToM JaHHBIX aHaMHe3a 3a00neBaHus,
SIHJIEMHOJIOTHYECKOT0 aHAMHE3a, XapaKTepa o4aros Ipearoso-
JKeH TUaruo3: HelporemsMUHTO3, IPEIIOI0KUTEIbHO TapEeHXH-
MaTO3HBII HEHPOIIUCTHIIEPKO3, JIETKOE XPOHUIECKOE TEUCHHE, HE
HOATBEPKAEHHBIH CEPOIOTHIECKH.

3axniouenue. JlaHHBIA NanMEHT TpeOyeT UACHTU(UKALUY
BO30yAUTEIISl C IOMOIIBIO ONPEAEICHUSI AaHTUTEN K LIUCTHLIEP-
KaM, YTOYHEHHsI aKTUBHOCTH WH(EKIHOHHOTO MPOLIECCa TS BbI-
Oopa manpHelIei TakTHKH BegeHus. [Iporao3 3adoneBanus Heo-
IIpeenéHHbIH, T.K. He YTOYHEHa CepOIOrHyecKasi akTUBHOCTS Ia-
pasuTapHBIX 0YaroB.

MHOI'OJTUKAA KOPb

BapuHoBa A1.C.
HayuHbi pykoBoauTens: poueHT U.E. TypuHa

MepBbIt MockoBCKkuiA rocyaapCTBEHHbIN MEAULIMHCKUIA
yHuepcuteT umenn .M. Ceuenosa MuHsgpasa Poccum
(CeueHosckuii yHuBepcuTeT), Mocksa, Poccus

Knrouesnie criosa: knuHu4eckull criydal, Kopb, 0cObeHHOCMuU
meyeHusi, duaeHocmuka

Axmyansrocms. Kopb — 0JJHa U3 CaMbIX BBICOKOKOHTArhHo3-
HBIX JIETCKUX UH(EKIHHA, BOCIPUUMYHBOCTD K KOTOPO 1MOYTH a0-
comoTHa. B mocnennee necarunerue 3a0071eBaeMOCTh KOPBIO YBe-
mmannack. Cpean OOIBHBIX MPE00IaaaroT JETH.

Onucanue kaunuveckozo ciyyas. Peo6énok B., 1 rox 4 mec,
W3 MHOTOJICTHOW CEeMbH, 3-51 0EpPEeMEHHOCTb, 3-U POAIbI, CPOUYHEIE,
camoctositenbHble. [Ipu posxknennu macca tena 3280 1, qiuHa Te-
na 52 cM. B pogunsHOM nome pe6éHok BakiuaupoBad BIDK-M u
ot renarurta B, nanee orka3s. Pa3BuTue 1o Bo3pacty, ECTECTBEHHOE
BckapmiuBaHue 110 8 mec. [lepBoe 3a0oneBanue B siHBape 2024 r.:
HOBasi KOPOHABHPYCHasl HH(EKIIHS, TIPABOCTOPOHHSIS HIDKHEOJIe-
Basi cerMeHTapHas maeBMOHM. 27.01.2024 BpimucaH u3 cTanioHa-
pa. 02.02.2024 — octpoe Hauano 3a001eBaHHUs, TOBBIIICHUE TEM-
neparypsl Tena 10 GpeOpuiIbHbIX Ludp, xKuakui ctyi 1o 30 pa3 B
JIeHb, OJIHOKpaTHas pBoTa. Ha 3-ii 1eHb BBICOKON TeMIepaTypbl
MOSBUJIMCH CUMIITOMBI HHTOKCUKAIIUH: BSUIOCTh, aJINHAMMSL, OT-
cyrcTBHe anmneTura. Ha 5-e cyTku npucoenuHuics Kaeib, Hos-
BMJIACH OCHUILIOCTH rosioca. Bpau pe6énka He ocmarpuBai. Ha 5-ii
JieHb 0O0JIe3HH MaMa OTMETHMJIA MTOSIBIICHHUE MEIIKOH CBHIIH PO30BO-
ro 1BeTa Ha >xuBote. Ha 7-e cyTku chlnb nprobperna CIuBHOM Xa-
paxTep, MOSBUIACH BHIPAKEHHASI THIIEPEMUS] KOHBIOHKTHB, JIHLIO
OIyTJOBATOE, CyXUe Apkue ryobl. OCMOTPEH BpauoM CKOpOH I0-
MOIIIY, BBICTABJIEH AWArHo3: DHTepoBupycHas nHdekusa? CuH-
npom Kasacaku? Kops? Pe6énka rocniuranusupyror. Ha 8-e cyTku
60e3HN MPOAOIIKAIOTCS IMXOPAAKA, AUAPEHHBIH CHHAPOM, MOSIB-
JsIeTCs CHIMb Ha JIAIOHSX KucTel. BoicraBnen nuarnos: Mudexuu-
OHHBII TaCTPOIHTEPUT, HEYTOUHEHHAS HK3AHTEMA. Y UUThIBAs OT-
CYTCTBHE U3MEHEHHH MapKepOB BOCIIAJICHHUS BO B3ATHIX aHAIHM3aX
KPOBH, OBICTPOE KYTMPOBaHHE MHTOKCUKAIIU U PErPECC BBICHIIA-
HUH ¢ JIETKOM MMTMEHTAIMel Ha MIeKax, PeleHO MPOJOKUTE Be-
pudukanuo auarnosa (odcienosarh Ha Kopb). Ha 13-e cyTku 60-
ne3nu BoiBieHs! AT k IgM Bupycy xopu (3,29 ENN).

3axmouenue. IlpencraBneHHbll KIMHUYECKUH ClIydail moka-
3bIBa€T OCOOEHHOCTb TEUEHUS KOPU Y TOA0BANIOro pebéHKa — OT-
CYTCTBHE Ha CIM3MCTONW THIHWYHOH SHAHTEMBI, HETUIIUYHAS JIO-
KaJM3aLus ChIIH, JUTUTENIbHBIN KUIIEUHbIN cuHapoM. O4eBuaHO,
YTO BAaKUMHAIMA — 3TO METOA 3aLIUTHI OT TSDKEIBIX HH(EKIH-
OHHBIX 3a00J1€BaHUI.

MOKA3ATENN 300POBbA N AOANTALMOHHbIN
NOTEHUMAN NEPBOKNACCHUKOB

BapbiwHukoBa A.K., Tumocee U.B.

Hay4HbIn pykoBoguTenb:
npod. M.KO. NanakTtuoHoBa

MckoBCKMI rocyaapCTBeHHbIV yHUBepcuTeT MuHoGpHaykm
Poccuu, MNckos, Poccus

Knouesnbie criosa: demu, 300posbe, adarnmayUoHHbIU
romexuyuarl, WKOIbHUKU

Axmyanvrnocmy. {71 coBepIIeHCTBOBAHHS PODUIAKTHYE-
CKUX MEPOIPHUSITHH B YCIOBHSIX HCIOIB30BAaHUS HOBBIX TEXHOIO-
rui 00pa3oBaHus HEOOXOAMMO TIPOBE/ICHHE KOMIUIEKCHBIX 00CIIe-
JIOBaHUH JieTel 10 ONpeIesIEHHUIO aanTallMOHHBIX BO3MOXHOCTEH
(h)yHKIIMOHUPOBAHUS OpPraHU3Ma IIKOJIbHUKA.

L]env: onpeneneHue moxasarenei 370pOBbsl MIAIINX HIKOJIb-
HUKOB JJIsI BBISIBIICHHSI 0COOCHHOCTEH Ipoliecca aganTanuy nep-
BOKJIACCHHKOB.

Mamepuanovt u memoost. O6cnenoBano 103 nepBokIacCHUKA
(50 manpuukoB u 53 nesouxu). [IporpamMma o6cnenoBaHUs BKIIIO-
Yajia OCMOTP C aHTPOIIOMETPHUEH B Hauase (CeHTAOpb—OKTAOPb) U
B KOHIIe (anpenb) yaeOHoro roaa. [IpoBoaminock m3ydenue GyHK-
[HOHAJIBHOTO COCTOSIHUS CEPAETHO-COCYAUCTON CHCTEMBI.

Pesynsmamut. B Hauane yueOHOTO rozia cpeinee GU3nueckoe
pazBurre umenu 71,8% nesouek u 58% mansaukos. Jeduuut mMac-
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col Tenna umenu 20,7% neBouek u 30% MalbdHKOB, H30BITOUHAS
Macca Tena Obuia BeisiieHa y 13,2% neBouek u 32% MalBIuKOB.
YMeHbIIeHHE MacChl TeNa IeTell Kak peakuus Je3aanTanuy Ha-
omonanoch y 32% mansunkoB u 45,3% neBouek. K koHiy y4eo-
HOTO rozia ObLIM BBISBICHBI IPU3HAKH (QYHKIIMOHAIBLHOHN Kap/Ho-
naruu (58,3%). CpenHue mokasaresy CUCTOIMYECKOTO U JHACTO-
JIMYECKOTO apTepUabHOTO JABJICHHUS y IIKOJIGHUKOB Ha HAYaIIOo
y4eOHOrO0 rojia paBHsIHCh 95,64 £+ 2,78 u 60,05 + 2,25 MM prT. cT,,
K KOHITy yueOHoro roga — 84,77 £ 3,46 u 50,83 + 3,27 MM pT. CT.
COOTBETCTBEHHO. YIOBJIECTBOPUTEIBHOE COCTOSHHUE 3I0POBbS IME-
1 82% manpunkoB u 81,1% ieBouek, OTHECEHHBIE KO 2-i TpyrIe
310poBbs. OcTanbHbIE 1€TH, UMENIN XPOHUYECKUE 3a001eBaHNs 1
OBLIM OTHECEHBI K 3-i rpyrme 310poBbs. K koHIy yueOHOro roa
HOBBIE 320071eBaHNs ¥ (PyHKIMOHAIBHBIE OTKIIOHEHHS B COCTOSTHUM
370pOBbsl OBUTH BBIABIECHB! y 36% MansuukoB U 50,9% neBouek.
B cTpykType nproOpeTéHHOM aTOI0rHK MPEBATMPOBAIU 00Ie3HU
JIOP-opraHoB, OTKJIOHEHHS CO CTOPOHBI OIIOPHO-ABUIATEILHOTO
anmapara (ckonuo3 I-1I crenenu), anuMeHTapHO-3aBUCUMBIE CO-
CTOSIHUSA (0XKHPEHHE, KapHrec), YBEIMYSHUE IIUTOBUIHOM KeJIe3bl
BBISIBIICHO y 1/3 o0OcnenoBaHHbIX aeteil. B Havane yyeOHOro roga
IIpY NIEPBUYHOM KIMHUYECKOM OCMOTPE MPU3HAKU CHHIPOMA Be-
reTaTuBHOW TUCQYHKIMU onpenessuiuch y 39,8% nerel, a B KOH-
ue yue6Hnoro roga —y 50,5%. Hapymenus cepiedsoro purma pe-
THCTPUPOBANIHN K KOHILy y4eOHOTro B BUe Taxukapauu y 11,7% ne-
Teit, Opagukapanu — y 5,8%, sxkcrpacucronun — y 4,9%.
3axnouenue. BoIsIBICHO 3HAYMMOE YNCIIO MIIAIIINX IIKOJIb-
HUKOB, SIBJISIFOLIMXCS TPYIIION PUCKA IO CHIDKEHUIO (pr3nuecKon
U TICUXOJIOTMYECKON BEIHOCIIMBOCTH, MOBBILIEHHOTO PUCKa popMu-
POBaHUs CEPICYHO-COCYJUCTHIX 3a00I€BaHMA, UTO YKa3bIBaeT Ha
YMEHBIIEHUE aIalTalluy JeTeil K CHCTEeMaTHUeCKOMY 00y4YeHUIO.

SAKTOPbI PUCKA POXAEHUA KPYNHbIX
HOBOPOXAEHHbLIX OETEN

BekbepreH A.C., KateH 9.bl., MyxTapxaH 3.M.
HayuHbin pykoBoguTenb: goueHT C.T. KnsaroBa

MeaunumHckuii yHmBepcuteT KaparaHgpl, KaparaHaa,
Pecnybnuka KaszaxctaH

Knrouesble crioga: HOBOPOXKOEHHbIE, MaKpOCOMUSI, (hakmopb!
pucka

Axmyanvrocms. Bonpocsl hopMUpOBaHUS MAKPOCOMUH I1JI0-
Jla HE TEPSIIOT CBOKO aKTyaJbHOCTh. YacToTa poXKACHUS KPYIIHBIX
nereit coctaBinseT B cpenHeM 10—-12%, npu 3ToM B pa3HBIX cTpa-
Hax 9Ta yacToTa Bapbupyet oT 2% 10 28%. 3HaYuMOCTb 3TOMH mpo-
011eMBI openesseTcsl He TOIbKO YBEINUSHHEM JacTOThI MaKpOCo-
MUH 1JI0Ja, HO U BBICOKMM YPOBHEM CBSA3aHHBIX C HEel 1MaToJoru-
4eCKUX COCTOSIHUI Kak Juid peO€HKa, Tak u At marepu. Obmiee
YUCIIO OCJIOXKHEHUH Y JKEHIIUH, POIUBIINX KPYIHBIX JeTei, B 1,5—
2,2 pa3a Oonblle, 4eM IIPH HOPMOCOMHH, YTO 00YCIIOBICHO TPaB-
MaTH3anuei pofoBbIX MyTel, YBEJIMUEHNEM YHCiia HHCTPYyMEH-
TaJbHBIX POJOB U MOCIEPOJOBBIX KPOBOTEUECHHUI.

Lenv: onpenenuTts Beayuye GakTopbl pUCKa Pa3BUTUS KPyTI-
HBIX HOBOPOXIEHHBIX AJIs F€CTALUOHHOIO BO3pPacTa.

Mamepuanvt u memooul. IIpoBei€H PeTPOCIEKTUBHBIN aHa-
JIM3 UCTOPHUH Pa3BUTHSI HOBOPOXKIEHHBIX, POXKIEHHBIX B 00acT-
HOM mepuHaTaidbHoM 1eHTpe B 2020-2022 rr. Mcnons3oBaHb!
JIaHHBIE O KUBOPOKIEHHBIX IOHOIIEHHBIX AETSAX OT OIHOIUION-
Holl 6epemenHOoCTH. OCHOBHY!IO Ipymity cocTaBuiu 100 HOBOpOXK-
JIEHHBIX, KPYIIHBIX JUIS CPOKA IeCTalluM, U KOHTPOJIbHAS TPyIIa —
50 HOBOPOXJEHHBIX, COOTBETCTBYIOIUX I'€CTAHOHHOMY BO3pa-

cry. Hamu ObLT poBeNEH TIATENBHBIN aHAIH3 TAaHHBIX aHAMHEe3a
Marepei, TeueHuss OepeMEeHHOCTH U poJoB. B pabore Obinu uc-
H0JIb30BAaHbI KIMHHUKO-JIa00paToOpHble, HHCTPYMEHTANIbHbBIE, CTa-
TUCTUYECKHE METOJIBI.

Pezynomamul. AHanM3 TaHHBIX aaMHe3a nokasal, 4to 87,1%
OepeMeHHBIX JKEHIIIMH OCHOBHOM IPYIIBI 3710yNOTpedisu ¢act-
(bynom, MyqHBIMH, CITaJJKIMH IPOAYKTaMH BO BpeMsi OepeMeHHO-
ct. OXKUpPEHHE B OCHOBHO# TpyIIe ObLIO 3apErUCTPUPOBAHO Y
49,5% sxenuuH U 'y 22,2% Matepeil KOHTpOJIbHOM rpymnnsl. B oc-
HOBHOMH rpynre 6bu10 13,9% Marepei, 00NSrOIX reCTaluOHHBIM
caxapHbIM 11a0eToM, B KOHTPOJIbHOM rpynne — 2,2%; B OCHOB-
HOM rpymne 45% XeHIIWH NIPUHUMAIIN CaxapOCHMXAIOLIHe Ipe-
maparsl BO BpeMsi OepeMeHHoCTH. Poopa3pemneHs! myTéM Keca-
peBa cedeHus ObuH 65% >KEHIIMH OCHOBHOM rpymmsl, 10% —
KOHTPOJIbHOU TPYIIIEI.

3axniouenue. Benymumu $haxropamMu pucka poxIeHHS eTel
C KpyIHOI Maccoil Tena SBISI0TCS OXUPEHUE 0 OEpEeMEHHOCTU
Y TEeCTAllMOHHBIN caxapHbIi 1uabeT marepeil Bo Bpemst OepeMeH-
HOCTH. [IpHYHHBI YpE3MEPHOTO POCTA IIIOAA SIBISETCS Pe3yIIbTa-
TOM M30BITKA MTUTATENbHBIX BEIIECTB B COYETAHUH C TOPMOHAMH
IUI0/1a, KOTOPBIE CTUMYIIUPYIOT POCT IOYTH BCEX OPraHOB, KPOMeE
TOJIOBHOTO MO3ra. CBOEBPEMEHHOE BBISABICHHE U JICUCHUE OXKU-
PeHHS MOXKHO paccMaTpuBaTh Kak Mepy NpoduiakTuku Gopmu-
POBaHM MAaKPOCOMUH IUIOJA.

®YHKLUMNOHAIIbHOE COCTOAHUE
PECMUPATOPHOW CUCTEMbI Y LLUKOJNIbHUKOB,
3AHMMAIOLLUXCA CNOPTUBHBIM NMIABAHUEM

BorpaHoBa E.A., TonkoBa K.A., MyuieHko B.A.

HayuHble pykoBoautenu: npod. B.H. LLlectakoBa,
npod. A.B. CocuH

CMONEHCKUIN rocyaapCTBEHHbIA MEOULMHCKUIN YHUBEPCUTET
Mwun3sgpasa Poccun, CmoneHck, Poccus

Knrouesnie criosa: demu, criobmusHoe rifiasaHue,
rnokalamersiu d)yHKL(LIOHaJ'IbHOZO COCMOSIHUSA pecrupamopHoU
cucmembl

Axmyanvrocms. I11aBaHKEe U3BECTHO KaK XOpOILIee CPEICTBO
JUTSL IOBBIIEHNUS (DYHKIMOHATBEHBIX BO3MOKHOCTEH AbIXaTeNbHOMH
CHCTEMBI M TAPMOHHYHOTO (PM3UIECKOTO Pa3BUTHS AETEH pasHOTO
Bo3pacrta. OrHaKo 0COOCHHOCTH U3MEHEHHUH KU3HEHHOW EMKOCTH
nérxkux (OKEJ]), xusnenHoro nnaekca (JK1) u nunnexca CkubuH-
ckoit (MC) y nereii MIKOJIBHOTO BO3PACTa, 3aHUMAIOLIUXCS CIIOP-
TUBHBIM IIJITaBaHUEM, €€ HEJI0CTATOYHO ONHCAHBI.

Lenw: onpenenuts mokazarenu XKEJI, XK1 u UC y mxonpaH-
KOB, 3aHUMAaBILINXCS CIIOPTUBHBIM IIIIABAHHEM.

Mamepuanvl u memoost. O6cnenoBano 100 gereit B Bo3pac-
te 7—11 ner. OcHOBHYO rpyniy cocraBuiu S50 aereit, 3aHUMaB-
HIMXCS CIOPTUBHBIM TUIaBaHUEM. [ pyniy cpaBHEHHs COCTaBUIH
50 nereii, KoTophlie He 3aHnManuch wiasanuem. JKEJI onpenens-
mm ipu crirpometprn. XKW paccunrsiBamm mo ¢popmyne: KU (mi/
kr) = XKEJI (mn)/MT (kr). Uuaekc Ckubunckoit (MC) Beruucis-
JM y AeTel nociae 5-MUHYTHOTO OTAbIXa B MOJIOKEHUH CUIS ITy-
téM noacuéra YCC (mmo mynscy), JKEJI (B Mi1); uepe3 5 MuH mo-
CJIe 3TOTO JETH 33AEPAKUBAIHU JbIXaHUE II0CIIE CIIOKOMHOr0 BAOXa
u onpenemnsui Bpems 3aaepxku (31). UC paccuntsiBany 1o op-
myse: UC = 0,01 JKEJI x 3[I/UCC. Ouenka 1C: 6onee 60 — or-
maHo; 30—60 — xopomio; 10-29 — ynoBieTBopuTeNnbHO; 59 —
IUIOXO0; MEHEee 5 — 04eHb IJI0X0. DTU JaHHbIe HEOOXOIUMBI IS
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aJIEKBATHOTO aHaNM3a (PYHKIMOHAIBHBIX PE3EPBOB AbIXaTeIbHON
1 CepIIeYHO-COCYAUCTON CHCTEM Y IIKOJIBHHKOB.

Pezynomamer. YKV ipu NOCTYIUICHUH B MIKOY Yy OOJIBIINMH-
CTBa A€TEl UMeJI CpeiHUe 3HaYeHUs: 72% — B OCHOBHOM IrpyIe,
70% — B rpynme cpaBHenus (p = 0,98). B rpynne cpaBHeHus unc-
JI0 PECTIOHICHTOB C TI0KA3aTeIIMU BBIIIE CPEIHNUX BEITMYHH ObLIH
B 3 pasa menbiue (18%), uem B ocHOBHO#H rpyne (6%; p = 0,49),
YTO CBUAETEIHCTBOBAJIO O JOCTATOYHOH CIIOCOOHOCTH JIBIXATElIb-
HOU CUCTEMBI y JieTell, 3aHMMaBIIUXCs TulaBaHueM. JleTu u3 oc-
HOBHOI1 rpynmnsl B 3,8 pa3a pexxe UMeJU I10Ka3aTelu HUXKe Cpel-
Hux BenuunH (10% mpotus 38%; p = 0,04). 3a nepsslii rox o0y-
YEeHHUs TUIABaHMIO y JIEBOYEK I'PYIIbI cpaBHeHUs pubaska XKEJI
cocrasmna 111,85 £ 0,55 m, y manpankoB — 136,42 + 0,25 wmu,
yto Ha 8,37 u 4,69 Mi1 MeHbIIIe, 9eM y JeTeil OCHOBHOW TPYIIIIBI
(121,22 £ 0,26 u 141,11 £ 0,44 mn coorBeTcTBeHHO). Ha 4-M ro-
ny ooyuenus mnasanuio JKEJI y nereit yBennumnacs Ha 113,3 +
3,6 mn. Jletu u3 rpynnsl cpapHeHus umenu XKEJI va 46,82 + 2,20
MJI MEHbIlIe, yeM ofydaroniecs u3 OCHOBHOM rpymnmsl. [Ipupoct
JKEJI 3a 4-ii roz 0611 MeHBIIMM U cocTaBua 122,31 £+ 1,70 mur, uem
3a 3-it. )KEJI y nereit npu BhIITyCKE U3 HAYaIBHOW IIKOJIBI ObLIa
OounbIueil, 0cOOEHHO Yy MaJIbUMKOB, 3aHUMABIINXCS [UIABAHUEM.
910 noxaTBeprkaaoT u3MeHeHus MC, KOTOpblil OTpakaeT ycTou-
YHBOCTh OpraHNW3Ma K THIIOKCHU ¥ CBUIETENILCTBYET O (DYHKIHO-
HaJIbHBIX BO3MOXHOCTSIX KapAXOPECIINPATOPHON CUCTEMBI JIETEH.
IIpu noctynnenuu B mkosty 72% nerei U3 OCHOBHOM TpyNIIbl U
70% w3 rpynnsl cpaBHeHUs uMmenu cpegHue 3HaueHus MC. Yuc-
710 ygamuxcs ¢ UC Bblme cpeqHUX BETMYHH OTMEYAJIOCh TOJIBKO
B ocHOBHOH rpymne (18%), a IC Huxe cpeqHUX BEIMYMH Yalie
oTrMmeyalicst y aereit rpynmsl cpaBHeHus (20% u 10%). Oto cBu-
JIETEIbCTBOBAJIO O HU3KOI CIIOCOOHOCTH KapAHOPECIHPATOPHOI
CHCTEMBI ¥ HEOCTATOYHOH YCTOMYMBOCTH OpPTaHM3Ma K THITOK-
CHH JIeTel, KOTOpBIe He 3aHUMAJIUCh TJIaBaHHEM.

3axniouenue. Y Bcex JeTel 0 Mepe B3POCIIECHUS YBEITUYNBa-
torcs nokazarenu JKEJI. Jletu, 3anumaBIrecs CIOPTUBHBIM IUIa-
BaHUeM, UMeIOT Oosee Beicokue nokaszarenu JKEJI u KU, uem ne-
TH, HE 3aHUMABIINECS [UIABAHUEM, YTO CBUETEIILCTBYET 00 yiyd-
mIeHnH QyHKIMOHAJIBHBIX TIOKa3aTeIel pacTyIlero opraHu3ma, a
OTCYTCTBHUE JOMOTHUTENBHON (PU3MUECKOI HArPy3KH HE OKa3bIBa-
€T MOJIOKUTENBHOTO P PeKTa.

NMHEBMOMEOWACTUHYM Y PEBEHKA 6 NET

BoromornoBa E.A., YepHbiwena A.E.
HayuHbin pykoBoguTtens: P.P. FadypoBa

Bawkmpcknii rocyaapCTBEHHbIN MEOULMHCKUIA YHUBEPCUTET
MwuH3gpasa Poccun, Yda, Poccus

Knouesnie criosa: knuHu4eckul criydal, 0emu, CrioHMaHHbIU
nHesmomeduacmuHyM, duagHoOCmMukKa

Axmyanvonocms. ClIOHTaHHBIH THEBMOMEIUACTHHYM, WIN
CHHAPOM XaMMaHa, OTHOM N3 IPUYHH KOTOPOTO SBISETCS Hapy-
IIEHHE IEIOCTHOCTH abBEOSIPHON CTEHKH BCIIEACTBHE OpOH-
xocmnasma, passuBaercs y 0,3% nerei, crpafaromux OpoHXUalb-
HoM actmoil. Yactora cunpoma y fereit Bappupyert ot 1 : 800 1o
1: 15 150 cryqaeB, kak caMOCTOSITeTIbHASI TTATOJIOTHS BCTPEYaeT-
sl KpaifHe penKo.

Onucanue kaunuueckozo ciyuas. B npuéMHoe oTaeneHne ro-
POACKOH NETCKOM KIMHMYECKOH OOJIBbHUILIBI HOCTYIMI MaJIbuuK,
6 ner, ¢ xkanobamMu Ha o0LIyI0 c1aboCTh, 3aTPYAHEHHOE AbIXa-
HH€, HE3HAUUTEIbHYIO 3arpyJUHHYI0 0071b. VI3 aHaMHe3a BbIsBIIE-
HO, 4TO y peO&HKa B Bo3pacTe 3 JIET MOSBIIINACH IIEPBBIC PH3HAKH

OpOHXHATILHOW OOCTPYKIMHU: CYXOU MPUCTYTO0OPa3HbIi Kallleab 1
OIIBIIIIKA, HE CBA3aHHBIE C PECTIUPATOPHBIMU HH(EKIHSIMH, XOPO-
110 KYIHUPYIOIIHeCcs HHraJIMOHHOH Tepanueii ¢ OpOHXOIUTHKA-
Mu. KnmuHu4eckre cuMnToMsl HacTosiiiero 3abonesanus: cyoge-
OprUIbHAs TEMIIepaTypa Tela, CyXOl Kalllellb, IPUCTYIIBI 3aTPY/I-
HEHHOTO JBIXaHUS, HE KYIHPYIOIINECs MHTAISIIMOHHON Teparuen.
Co cJ10B MaMBl, POSIBIICHHS 3aTPyITHEHHOTO IBIXaHUS YIaCTHIINCh
3a nocnenHue 6 Mec Ha (hoHe PU3NIECKON HArPY3KH M KOHTAKTOB
C IOMAIIHUMH )KMBOTHBIMH (KOLIKa, cCO0aKa), peOEHOK MpOXKHBa-
€T B JIOME C TIOBBIIICHHON BIa)KHOCTBHIO BO3/yXa, HACIEICTBEH-
HOCTb MO0 OPOHXHATBHON aCTME OTATOLICHA MO MATEPUHCKOM JTH-
HuW. JInarsos «OpoHXuanbHas aCTMa» YCTAHOBIICH Y JIEIYIIKH pe-
06HKa. ManBIrK He OB OCMOTPEH AJUIEPToIOroM JI0 HACTOSIIETO
MoMeHTa. [Ipyu rocnuTann3anuy peOEHKa B IIeIUATPUIECKOE OT/Ie-
JIieHHe ObUIO MPOBEICHO KOMILIEKCHOE oOcnenoBanue. [Ipu koM-
IBIOTEPHOI TOMOrpady OpPraHoB TPYAHOMN KIETKU HE BBISIBICHO
TPaBMaTHYECKUX U JICCTPYKTHBHBIX H3MEHEHHI KOCTHOW TKaHHU.
YcTaHOBJICHBI MPU3HAKKA OPOHXUTA, THEBMOMenUacTHHYM. [1of-
KO)KHas dMur3emMa rpyJHoH KIeTKH 1 med. OnpenesieHne ypoB-
Hi cierduaeckux IgE BRLBHIIO CEHCHOMIM3AIMIO OpraHu3Ma K
3MUAEPMATBHBIM JUIEpreHaM KOLIKHU U IIeCHEBBIM rpuoam. OKOH-
YaTeJbHBIN AUarHo3: OpOHXUANIbHAS aCTMa, aJUIePruuecKuid GpeHo-
THII, IEPCUCTHPYIOLIEE TeUCHHE CPEIHEH CTENeHH TSHKECTH, 000-
CTpEeHUE CpeIHel cTeneHn TshkecTH. [ITneBMomennactuayM. [lox-
KOXKHAst SM(pH3eMa IpyJHOH KIETKH U LIEH.

3axnouenue. PeOEHOK MOMYYIHIT TPOTHBOBOCIAIUTENIBHYIO,
OpOHXOJIUTUYECKYIO, CHMIITOMATHYECKAs TEPAInIo, Ha OHE KO-
TOpOﬁ OTMEYCHA MOJIOKUTCIIbHAasA JMHaAMHUKa, a UMCHHO YJTy4IllIc-
HHE 00IIEro COCTOSHUS peOEHKa M YMEHbIICHHE TPH3HAKOB OPOH-
XHAITbHON OOCTPYKIHH.

MOJIHUEHOCHOE TEYEHUE MEHUHIOKOKKOBOW
WH®EKLIMN Y PEBEHKA 5 MECSALIEB

Bonabipesa A.M.
HayuHbin pykoBoguTtens: I.A. JlucoBa

MepBbin MockoBCKMIA rocyAapCTBEHHbIN MEAULIMHCKUIA
yHuBepcuteT nmeHn .M. CeveHoBa MuH3gpasa Poccum
(CeyeHosckui yHuBepcuTet), Mockea, Poccus

Knrowesbie criosa: KnuHuU4Yeckul cryqal, MmeHuHeum y demed,
MOJTHUEHOCHOE meYyeHue

Axmyanvrocms. MennHrokokkopas nadexuuns (M) ocraér-
Cs1 OZTHOM M3 aKTyalbHBIX MPoOJIeM 31paBooxXpaHeHus. Jlet nep-
BBIX 2 JIET )KU3HHU ABJISIOTCS. OCHOBHOM IpyIION pHrcKa pa3BUTHUS
reHepain3oBaHHoi Gopmbl MU, nmokazarenu J1eTanbHOCTH KOTO-
pO¥i MaKCUMaJIbHbI B JAHHOH KOTOPTE.

Onucanue Knunuueckozo cayuas. Mansauk, 5 mec 17 nHei.
3abonen 19.04.2023 — noBbleHHe TeMepatypbl Tena 10 38,5°C.
Bpuranoii ckopoit MmequnuHckoit nomonu (CMIT) BBeaeHa nuTu-
yeckasi cMech, ¢ 20.04.2023 u Bce mocnenayoonue JHH TOBbIIIe-
HUE TEMIIepaTypbl Teaa coxpaHsuioch 1o 37,5°C, nequarpom Bbl-
CTaBJIEH JMArHO3: OCTpasl peCHuparopHas BUPYCHas WHQEKIIHS;
23.04.2023 — noBBIICHUE TEMIIEPATYPhl COXPAHSIIOCH, HA IPHEME
y TeanaTpa BeIsIBIIeHa reMopparmdeckast coiib. [To CMII 6onpHOM
TOCTINTATM3UPOBAH B HH(DEKIHMOHHYIO KIMHHYECKYIO OONBHHUILY
Ne 2 B oTnenenue peaHnMaui 1 MHTEHCUBHOM Teparnuu, MUHYS
npuémHoe otaenenue. Ilpu nocrymennu 23.04.2023 B 14 4 co-
CTOSIHME KpaiiHe TKENnoe 3a c4€T pa3sBUTUS MH(EKIMOHHO-TOK-
cuueckoro moka (UTIL). ITpu ocMoTpe KosKHBIE TOKPOBBI CEphIE,
XOJIOIHbIE M INAHOTHYHBIE, OOMIbHAS CIIMBHASI TeMOpparnIeckast
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CBIIIb 110 BCEMY TEIIy H JIHIY, KPOBOM3IHSHHS B CIU3UCTHIE 000-
JIOYKU. ApTepraibHOe TaBilIeHNe U Iylbcanus Ha nepudepuye-
CKHX apTepHsX HE ONpPEAEIAoTCs. BhIsBICH 1eKOMIIEHCHPOBaH-
HBIH MeTaboIMuecKui aiuo03. B o01eM aHann3e KpoBH — TPOM-
Gomuronenust (20 % 10°/m) u neiikonenus (1,7 x 10%/1). OTMeueHo
3HaYMMOE TTOBBILIEHUE YPOBHEH OMOMapKepOB BOCHAJICHUS: CO-
nepxanue C-peakTuBHOTO Oemka 81,19 Mr/i u npokaIbIUTOHUHA
6omee 200 ur/mi. [Ipu Y3U nodek onperneseHbl IPU3HAKH «III0-
KOBBIX [IOYEK» C SBICHUAMH KPOBOM3IUSIHUSA B 002 HaIIOYECUHH-
ka. BeicraBnen auarnos: MU, cMmemanHas ¢popma: MEHUHIOKOK-
KLEeMUS + MEHUHTOKOKKOBBIH MEHHHTHUT, MOJIHUEHOCHAsI popMa,
TsoKENasA creneHpb TsxkecT. OCIOKHEHHS: CHHIPOM YoTepxayca—
®punepuxcena. UTHI III crenern. OTék romoBHoro mo3ra. Cua-
JIPOM TIOJIMOPTaHHOM HexocTaTouHocT. Cpasy mpu MOCTyILIe-
HHUM HayaTa MHTEHCHUBHAs Tepanus: 00ecreueHne eHTPaIbHOTO
BEHO3HOTO JOCTYyINa, HHTYOAIUs ¢ IOCIENYIOMUM IPOBEICHUEM
HCKYCCTBEHHOW BEHTHJISILIMM JIETKUX, a TAKKe MPOBEJCHUE MPO-
THUBOILIOKOBOM, aHTHOAKTepHaIbHOH, €3MHTOKCUKAIINOHHOM, Ba-
30IPECCOPHOM TEparui U KOPPEKIHUs 3IEKTPOJIUTHBIX Hapylle-
Huii. B 15.25, HecMOTps Ha IPOBOAMMYIO TEPAIHIO, POHU30IILIA
OCTAaHOBKa CEp/IeUHOM esTeabHOCTH. HauaTel peaHMMaIioHHbIE
MeponpusTus, ofHaKko B 15.55 koHCcTaTHpoBaHa Ouonoruyeckas
cMepTh. ITocMepTHO MoTyUeH pe3yabTaT HOCeBa KPOBU C BBISABIIC-
HHeM pocTa Neisseria meningitidis W135.

3akarouenue. Huzkasi HaCTOPOKEHHOCTh Bpaueil OTHOCHTEIb-
HO MM, HenooleHKa TSKECTU COCTOSIHUS M TO3IHASA MOCTaHOB-
Ka AnarHo3a o0yCJIOBHIIM MOJIHMEHOCHBIH XapakTep TeUeHHUs 3a-
GosieBaHusL.

3HAYEHUE CEMEWHOIO KAPOMONOIMMYECKOIo
CKPUHWUHIA: MPUMEP CEMbU C
AWNATALUMOHHbLIM ®EHOTUINOM
KAPOUOMUOINATUM C ABYMA

BAPUAHTAMU TrEHOMA

BypbiknHa F0.C., XKapoa O.I1.
HayuHbin pykoBoauTtens: npod. E.H. Bacapruna

HaunoHanbHbIN MeAULMHCKUIA UCCreqoBaTeNbCKUn LEHTP
3pgopoBbs getert Munsgpasa Poccun, Mocksa, Poccus

Knouesbie criosa: knuHu4eckul criyqall, kapouomuornamuu
y Oemed, dunamayuoHHbIl ¢heHomur, uazHocmuka

Axmyanonocme. Kapmuomuonarust (KMII) ¢ aumatannonasM
(eHOTHIIOM — TreTeporeHHasl rpyrnma 3a0oJeBaHuii MUOKapAa,
NPUBOAAIIUX K AUJIATALUU JIEBOTO XKEJIyAo4Ka U CUCTOIUYECKOM
TUCHYHKIMN, XapaKTePU3YIOLIAsCs TPOTPECCUPYIONIMM TECUCHHU-
€M ¥ BO3MOXXKHBIM HeONaronpusaTHBIM HcXomoM. OCHOBHAsSI TIPH-
qrHa 0O0JIe3HU — MYTAIlMU T€HOB, KOAUPYIOUIHUX OEIKH KapIro-
muonuToB. o 50% cimywgaes KMII ¢ nunararimoHHBIM (DEHOTH-
IIOM COCTABIISIIOT ceMeiiHble GhopMbl, nebroT 3a0oneBanus B 70%
CJIy4acB IPUXOAUTCA HA 1-i I'oJ )KU3HHU, OAHAKO OIIHMCaHbI ClIydau
BBISIBJICHHS 3200JI€BaHNUS U Y B3POCIIbIX.

Onucanue knunuueckoeo cayuas. Minaamemy cuocy B ceMbe
B Bo3pacte 1 Mec Obuta quarnoctuposana KMII ¢ numaranuon-
HBIM (DEHOTHUIIOM, B CBSI3H C YeM OH ObLT 00CIIEIOBaH B Kap/Ho-
noruueckom otaeneHud. [pu sxokapauorpaduu (IxoKT') Obuia
BBISIBIICHA JMuIaTanus JieBoro xenynouka (JIXK) co cHmwkennem
COKpaTUTENLHOH criocoOHoCTH ¢ (hpakuueii Beiopoca (OB) 39%,
MUTpaJbHAs HEOCTATOYHOCTD |—2 CTeNeHH, BTOPUYHbBIC IPUYH-
HBI PEMOJIENPOBAHIS ObLIH HCKITIOUEHBI. MaparKy OblIa Haya-
Ta Tepanws, HalpapJjeHHas: Ha KyMpOBaHHE CUMIITOMOB XPOHH-

yeckoit cepaeunoit Henocratounoctu (XCH), Ha oHe koTOpOit
OTMEUCHA HOpMaJIM3alus pa3MepoB KaMep cepila U CUCTOINYe-
ckoii pynkimu. ITo TaHHBIM MOJIEKYIIIPHO-TEHETHYECKOTO HCClle-
JIOBaHMsI ObUIM BBISIBJICHBI TOTEHIMAIBHO PHYUHHBIC BAPUAHTHI
B 2 reHax: MYH7 (¢.2660T > G, p.L887R) u PRKAG2 (c.514C >
G, p.Q172E). llpu npoBeJeHNU aHaJIW3a CeMEiHO cerperanun
OBUIO YCTAHOBJICHO, YTO BapuaHT B reHe MYH?7 Obul yHacleno-
BaH OT OTIa, a BapuaHT B rene PRKAG2 — ot marepu, y cTap-
IIeH POJHOHN cecTphl ObUIM BRIBICHBI 002 HyKICOTUIHBIX BapUaH-
ta. Hauaro quHaMuyeckoe HaOMIOCHUE YJIEHOB CEMbU: Y CECTPBI
B Bo3pacte 4 jer Brepsble orMedeHa auiaranus JOK co cHipke-
HueMm @B, UTO MO3BOIMIIO CBOEBPEMEHHO HAYaTh KOMILIEKCHYIO
tepanuio XCH, a crycts 3 roga HaOmoneHus, B BO3pacTe cTap-
mre 40 7et, y oTia OblIa BU3yaln3upoBaHa KapTHHA JMJIaTalioH-
Horo ¢eHotuna KMII co cHikennem @B, Obliia HHUIIMMPOBaHA
KapAUOTpPOIHas Tepanus, y Matepu usMeHenus npu IxoKI ot-
CYTCTBOBJIM. DTO MO3BOJIHJIO 3aKIIOYHUTh, YTO UMEHHO HYKJIEO-
TUIHBINA BapHaHT B TeHe MYH7 y 4JIeHOB TaHHOW CEMBH SIBIISIET-
sl IPUUUHOI 3a00s1eBaHusl.

3axmouenue. JIns yTOUHEHHUS TeHe3a OUIaTAllMOHHOTO (de-
Hotuna KMII HeoOXoauM TIIATENbHBIN U PEryspHbIA ceMeii-
HBIA KapJUOJIOTMYECKUN CKPUHUHI, BKIIOYAIOMIMNA MOJIEKYJIsp-
HO-TE€HETUYECKOe 00CIe0BaHNE U IIPOBEJICHUE CErPEralluOHHO-
TO aHa/M3a B ceMbe. PaHHssI BepuUKaIHs ceMeHOTO XapakTepa
3a00JIeBaHMs CIIOCOOCTBYET CBOEBPEMEHHOMY HAdally JICUECHHS
YWIEHOB CEMbH U BO3MOXHOCTH IIPOTHO3MPOBAHMS TEUCHHUS U HC-
XOJI0B 3a00JIeBaHUs.

noeynAapPHAA KANMNNAPHAA TEEMAHITMOMA
TPAXEMW, NPOABNAIOLAACA ANIbBEONAPHbIM
FrEEMOPPAITM4YECKMM CUHOPOMOM

Bnacenko E.10.
Hay4Hbin pykoBoguTens: goueHT M.U. AipaneTsiH

MNepBbIn MOCKOBCKUI rOCyaapCTBEHHbIA MEANLIMHCKUN
yHuepcuteT umenn .M. CeueHosa MuHsgpasa Poccum
(CeueHosckui YHuBepcuteT), Mocksa, Poccus

Knrouesnie criosa: knuHu4eckull criydal, 0emu, nuo2eHHasi
epaHynema, duasHocmuka, fieyeHue

Axmyanvrocmy. JIoOynsipHas KanWUsIpHas reMaHruoma (To-
TeHHas TpaHylleMa) — pefikas J100pOKaueCTBEHHAsl COCYAUCTas
OITyXOJ1b, MIPOSIBIIIOIIASCS XPOHHYESCKUM KallllIeM B KpOBOXapKa-
HbeM. B coBpeMeHHOM NpaKTHKe BpayH NP TaKOH CUMIITOMATH-
K€ OIUPAIOTCS HA YacThIe IPUYMHBL: THEBMOHUS, TPAXEOOPOHXUT,
O6poHx03KkTa3bl. OnHaKo penkne HOpMBbI MATONOTUH, TAKHE KaK ac-
Heprujuies, THCTUOUUTO3 X, T00yIIpHast KalUIIpHas TeMaHTHO-
Ma, TaK)Ke MOTYT OBITh IPUYHHAMH KPOBOXapPKAHbSI.

Onucanue xaunuyeckoeo cayyas. [lanment P., 13 net, Obu1
TOCTIUTAIM3UPOBAaH B oTneneHne mynsMononornd HUKU neana-
TPUH U JeTCKOM xupypruu nmenu akagemuka [O.E. Bensrumesa
¢ )anobaMu Ha ciaboCTh, CHIXKCHUE TOJIEPAaHTHOCTH K (PH3HYe-
CKHUM Harpyskam, KpoBoxapkaHbe. IIpy KoMIIbIOTE€pHOI TOMOTpa-
¢uu (KT) opraHoB rpyaHoil KIeTKU ObUIO BBISBICHO 00BEMHOE
oOpa3oBaHue cpefHell TpeTu Tpaxeu, umeLieecs paHee. Ipu pe-
TPOCIIEKTHBHOM aHaym3e AaHHbIX KT opraHoB rpyaHOH KIETKH,
BBITIOJTHEHHOH | Mec Ha3a, ObU10 0OHAPY)KEHO YBEIMUCHUE AaH-
Horo o0pa3zoBanus. Pe6€nok Ol nepesenés B JITKD Ne 9 umenu
I"'H. CnepaHnckoro 1j1st IpOBEAEHHUS OTHAPKO3HOTO OPOHXONETOU-
Horo obcnenoBanus. IIpu puruaHoi GPOHXOCKONUY HA IPAHULE
HIDKHEH U cpelHel TPeTH 1o IPaBoii CTEHKE Tpaxeu ObUIO BHU3ya-
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JM3UPOBAHO MOJHUIIOBUIHOE 00pa3oBaHue OOPIOBO-CHHIOIIHOTO
[BeTa, IEPEKPHIBAIOIIee MPOCBET Tpaxen Ha TpH yeTBepTu. OOpa-
30BaHKE OBLJIO yIalieHO €AMHBIM OJIOKOM, OCHOBaHHE 0Opabora-
HO aproHOIUIa3MEHHOM Koaryssnueil. Mopdooruyeckas KapTu-
Ha COOTBETCTBOBAJIa MIOT€HHOM rpaHyneme. ITocie pagukaIbHOro
JIeUCHUsI COCTOSIHHUE MAMeHTa OBICTPO YIydIImiIoch. B xaTamae-
3e uepe3 3 Mec 1o pesynsraram KT-uccnenoBanuss — n3MeHEHUs
B JIETKUX OTCYTCTBOBAJIH, IIPH MPOBEIEHIH KOHTPOJIBbHON OpOH-
XOCKOIIMH — 0e3 MPU3HAKOB PELUINBA U IPOJOJIKAIOIIETOCS PO-
cTa 00pa3oBaHusI.

3axmouenue. KpoBoXapkaHbe — OJIMH U3 NIOTCHIMATIBEHO JKH3-
HEYTPOXKAFOMIAX CHMIITOMOB, II03TOMY HEOOXOANMO IPABHIILHO
YCTaHOBUTB TUArHO3, YTOOBI OKa3aTh a/IeKBATHYIO IIOMOIIIb Malld-
eHTy. J1s 3TOro BayKHO IIOMHHUTH HE TOJNBKO PAaCIpOCTPaHEHHBIE
IPUYUHEL, BHI3BIBAIOLINE KPOBOXApPKaHbE, HO U TAKUE PEIKHE 3a-
OosieBaHys, KaK [THOTCHHAs IPaHyJIeMa.

TEYEHUE CUHOPOMA KAPOJIM B COYETAHUU
C AYTOCOMHO-PELIECCUBHbIM MNOJTMKNCTO30OM
NOYEK Y CMBCOB

Bopo6béra H.J1.', OxypTy6aesa A.P.%,
Komapoga A.[.2, MpoxopeHkoBa M.O."

Hay4Hbin pykoBogutens: npoc. A.C. NotanoB

"MepBbIi MOCKOBCKUIA rOCYAapCTBEHHbIN MEAULIMHCKAN
yHusepcuteT umenn .M. CeveHosa MuHsgpasa Poccumn
(CeuveHoBckun yHuBepcuteT), Mockea, Poccus;
2HaumoHarnbHbI MeauUMHCKMI NCCrieqoBaTenbCKUM LEeHTP
3nopoBbs aetert Munsgpasa Poceun, Mocksa, Poccus

Knrouesnie criosa: knuHu4eckull criyqal, cuHOpom Kaponu,
MonuKkuCmMo3 rnovek, duaeHocmuka

Axmyanvrocms. Cunapom Kaponu u ayTocOMHO-peLeccuB-
HBIH MOJIMKKCTO3 MIOYEK — pPEAKHE reHeTH4ecKrue (hopMbl maro-
J0ruH, 00yCIIOBJIEHHbIE Pa3IMUHON CTENEHH SKCIIPECCUE OHOM
U TOM xe MyTanuu B reHe PKHD], 4To BIUsET HA UX H30JIHUPO-
BaHHOE WJIM COYeTaHHOEe TeueHne. OTCYyTCTBHE Crenn(pHUECKO-
TO JIEYEHUs] © MOHUTOPHUHIA COCTOSIHUS IPUBOAUT K HEYKJIOHHO-
MY IPOTpPEeCcCUPOBAHUIO 32a00ICBaHUH ¢ (HOPMUPOBAHHEM JKU3HE-
YTPOXKAIOIIUX OCIIOAKHEHUI.

Onucanue kaunuyeckozo cayuas. bonbHas Jl., 6onbHa ¢ 1 ro-
na 10 mec, koraa Ha GoHE pa3IMIHBIX OCTPHIX UHOEKIHOHHBIX
cocrostauit pu Y3U Oblia BBISIBJIEHA TeNaTOCINICHOMETaus, B
CBSI3M C YeM HAOJII0aIach ¢ AMarHo3oM: [ enaTuT HeyTOYHEHHBI.
B Bo3pacte 5 net npu npoBeIeHUN MarHUTHO-PE30HAHCHON TOMO-
rpadun opraHoB OpIOLIHOM HOIOCTH OBUIO BHISBIECHO BAPUKO3HOE
pacuupenue BeH (BPB) numeBona 1 creneHn — cuHIpOM IOp-
tanpHOl runeprensuu CIII'), npu Y3U noyek — MUKPOIMUTHL B
MOYKax, 1o nopony 4yero HanpasieHa B HMULL 3nopoBes nereit,
7€ 10 JaHHBIM HHCTPYMEHTAJIBHOTO 00CIeIOBaHUS YCTaHOBIICH
nuarno3: Luppos neuenn, ocnoxuénnpiii CIII, monmukucros mo-
yek. JIJ1s yTouHeHust 1uarHo3a ObLIo POBEICHO TEeHETUIECKoe 00-
clieioBaHue, 0OHapyKeH OuasuieNbHbIi BapuaHT B rene PKHD .
Jo 18 net GonbHas peryaspHo HabIroAanach B CTallMOHApE, I1e
TIPOBOAMIIACH CBOEBPEMEHHAs KOPPEKIIMS JICUSHHS, YTO IT03BOJIU-
JIO OTCPOYMTH MPOBEJCHNE TPAHCIUIAHTALIMU TI€YEHU B JAETCKOM
Bo3pacte. Hannuue y crapiiero peGEHKa reHeTHUECKO# aToIio-
TUU JaJ0 BO3MOXKHOCTb B PAaHHEM BO3pacTe MPOBECTH 00CIEa0-
BaHUE U IOCTaBUTh AUATHO3 MIaJIeMy Opaty u cécTpam (MOHO-
3UTOTHBIM ONU3HENaM), KIIMHUKO-WHCTPYMEHTAJIBHBIE IIPOsIBIIE-
HUSI Y KOTOPBIX OBUTH CXOXKH C TAKOBBIMH Y Ipobanaa. HecMmotps

Ha PaHHIOIO TMarHOCTHKY, BceM 3 cubcaM B T€UEHUE HECKOJIBKUX
JIeT HEe IPOBOIMJIMCH MOHUTOPUHT COCTOSTHUS Y KOPPEKIH JIede-
HUS, 4TO TPUBEJIO K 3HaunMomy nporpeccuposanuio CIII, B oc-
HOBHOM 3a cuéT BPB B xeistynke u pucka yrposbl KpOBOTE€UEHUS,
a TaKXKe XPOHUUECKOH O0JIE3HU MOYEK C IUI0XO KOHTPOIUPYEMOM
BTOPUYHOI apTepuaibHOil runeprensueii. OTCyTCTBHE CBOEBpE-
MEHHOM AMAarHOCTUKY ITPUBENIO K OTPAaHUYCHUIO IPUMEHEHHUS H-
nockonmaeckux metonoB nedenus CIII, yxyammenuro mporHosa 3a-
OoneBaHMs U YBEITMUCHHUIO PUCKa HEOOXOAUMOCTH TPaHCIUIAHTa-
1K1 B paHHEM BO3pacTe.

3axniouenue. IIpencTaBIeHHbIH KIMHUYECKUN coydail ui-
JIIOCTPUPYET 3HAUUMOCTb UHCTPYMEHTAIBHOIO U TEHETUYECKOTO
CKPUHHUHTA BceX CHOCOB BHE 3aBUCHMOCTH OT THIIA HACJIEHOBAHHS
3a00JieBaHus, & TAKKe HEOOXOMUMOCTh PErYJISIPHOTO UX 00CIeno-
BaHUA B YCJIOBUSX CTAal[MOHApA C IPUMEHEHUEM MYJIBTUIUCLIUILIN-
HApHOTO MOAXOMa JUISI CBOEBPEMEHHON NUAarHOCTUKH U KOPPEK-
LM OCJIOXKHEHUH, YIIyUllIeHUs IPOTrHO3a U UCX0/1a 3a00JIeBaHUsL.

QPPEKTUBHOCTb TAPTETHbIX NPEMAPATOB
B NEYEHUUN XPOHMNYECKOIO PUHOCUHYCUTA
Y BOJIbHbIX MYKOBUCLXAOO30OM

BbicokonoBa O.B., AkywmHaE.E.
HayuHbin pykoBoguTtens: npod. O.U. CumoHoBa

Mopo3oBckas aeTckasi ropogckas KuHnyeckast bonbHuua
[enaptameHTa 3gpaBooxpaHeHus ropoga Mocksbl, MockBsa,
Poccus

Kntoyesnle criosa: demu, MyKOSLICL(U@O3, XpOHu4Yeckul
PUHOCUHYyCcum, rie4eHue

Axmyanonocms. B MockBe Bce A€TH, OOJbHBIE MYKOBHUCIIH-
mo3oMm, ¢ 2015 1. HaGromaroTces Ha 6aze PedepeHc-1ieHTpa Bpox-
NEHHBIX M HACIIEICTBEHHBIX 3a00JI€BaHNH, TEHETHUECKIX OTKJIIO-
HEeHHH, op(aHHBIX U APYTHX PEKUX 3a00sieBaHui MOPO30BCKOMA
JAT'KB JI3M (manee Llentp). OnHUM U3 XapaKTepPHbIX IPU3HAKOB
MYKOBHCIIHIIO3a Y IETEH SBISIFOTCS CUMITTOMBI XPOHHUYECKOTO PH-
HOcUHycuTa. B cpenHeM hopMupoBaHue pelHINBUPYIOMINX Ha-
3aJIbHBIX TIOJIUIIOB OTMeYaeTcsl y 69% HaOI0IaeMbIX MalUeHTOB
LlenTpa. Jleyenue BKitoyaeT B ce0s HHTpaHA3AIbHbIE HHT SN
JICKApCTBEHHOTO CPECTBA JOpHa3a-alb(a, Npu HedPPEeKTUBHO-
CTH TPOBOAUTCS omnepatrBHOe BMemarenbeTBo. C 2021 1. Haua-
TO MPUMEHEHHE TaPreTHON Tepanuu JeKapCTBEeHHBIMU Tpenapa-
TaMu JiyMakadTop/uBakadTop U 3nmekcakadTop/Te3akadTop/usa-
kadrop. Ha cerognsiamii nens u3 332 nereit Lentpa 193 (58%)
pebG€HKa MoMyvaroT Mpenaparsl TAPTeTHOW Tepanuy, U3 HUX Ha
(espans 2024 1. 55 (16,6%) neteit nomyyanu tymakadTop/UBaKad-
Top u 138 (41,6%) — snexcakadrop/Te3akadrop/uBakadrop. Ha-
3aJIbHBIE MTOJIUIIBI IO Havaja Teparnuu uMenu 158 (81,9%) nereid.

Llenw: onpeenuTh IMHAMUKY TEUSHUST XPOHUUECKOTO TOJH-
MO3HOTO PHHOCUHYCUTA Y OOJIBHBIX MYKOBHCIIHIO30M.

Mamepuanvt u memoowi. Onpenenenue 3QHEKTUBHOCTH Te-
panuu npoBoawiIK 4Yepe3 12 mec Ha ¢GoHe nekcakadTop/Te3a-
kadrop/uBakadrop u symakapTop/uBakapTop, a TaKKe B KOH-
TPOJIBHOM TpyIIIe JeTel, He MOTyYaBIINX TAPTETHYIO TEPaIHIo.
CpaBHHBAITU TaKOKe JaHHBIE KOMITBIOTEPHOMN TOMOTpaduu mpuia-
TOYHBIX T1a3yX HOCA.

Pe3ynomamer. Y nereit KOHTPOJIBHON TPYHIIBI IPOTPECC pU-
HOCHHYCHUTa C MEPBUYHBIM ()OPMHPOBAHUEM IOJIMIIOB OTMEYA-
cs1y 27,1% nanueHToB, MOJIOKUTEIbHAS JUHAMHKA TOCIIe TPOBe-
JEHHOTO OTEPaTUBHOTO JICUCHHs 0€3 PEIUINBOB B TCUCHUE ro/a
y 3% nereii. I3 rpynmel gereii Ha gone Tepanuu tymakadrop/u-
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BakaTOp mporpecc puHOCHHYCHTA ¢ (HOPMUPOBAHHEM ITOTHIIOB
ObLI BBIsSIBIICH ¥ 23,1% MalMeHToB, MOJOKUTENIbHAS THHAMUKA 0e3
onepaTuBHOIO JeueHus —y 7,7%. Y nereil Ha Tepanuu dnekca-
kadrop/rezakadrop/uBakadTop OTpUIaTENbHAS AMHAMUKA TIOpa-
KEHHS 11a3yX 0TMeYanach y 2,5% NmaluueHToB, OJI0XUTENbHAs 1~
HaMHKa 0e3 ornepaTuBHOIO jedeHus — y 44,5%.

3axniouenue. Tepanus snekcakadpTopom/Te3akadhTopoM/uBa-
Ka(hTOPOM TOKa3bIBaeT Oosee BBICOKYIO 3P (PEeKTHBHOCTH B OTHO-
LIEHUH TEYEHUS] XPOHUYECKOTO PUHOCHHYCHUTA y AETel ¢ MYyKO-
BUCLUI030M. [IprMeHeHre TapreTHOM Tepanuu no3BoJIsieT u3be-
JKaTh ONIEPaTUBHOTO BMEIIATEIbCTBA, @ TAKKE YMEHBIIUTh YUCIIO
WHTAJLIIUH, 9TO TOJIOKUTENFHO CKa3bIBACTCS Ha KaueCTBE JKUZHH
MAMEHTOB M YMEHBIAET OOLINE 3aTpaThl Ha TEPAIHIO.

BNUAHUE TMNOANHAMUU HA 30OPOBbLE
LUKOJNIbHUKOB

laneesa J1.4., Cannxosa WU.P.

HayuHbIn pykoBoAUTENb: KaHA. Mea. HaykK
H.P. KanycTtuHa

WxeBckasi rocynapCTBEHHas MeguuMHcKasi akagemums
Mwun3sgpasa Poccuun, Wxesck, Poccus

Knouesnsie criosa: demu, 300posbe, dgusamerbHasl
aKmueHocmb, 2urnoduHamust

Axmyanvrhocme. B moceaHIe ToIbl HaOMIONAaeTCsl TeHACHIVS
CHIDKEHHS aKTUBHOCTH IIKOJEHUKOB M3-32 HArpy3KH B IIKOJIE U
AKTHBHOTO IOJIb30BaHMS TajKeTaMy. Beé 3To mpuBOauT K HapYy-
LIEHUIO TAPMOHUYHOTO PAa3BUTHSI, YMEHBIICHHUIO IBUTATEIbHON
AKTUBHOCTH, CHU)KCHUIO UMMYHUTETA, U3MCHCHUSAM CO CTOPOHBI
OIIOPHO-IBUTATEIbHON CUCTEMBI. B CBSI3U ¢ 3TUM I'MIIOTUHAMUIO
MOXKHO OTHECTH K TTIOOQJILHBIM MPOOIeMaM.

Llenv: ompenenuTs BIUSHUE THIIOAWHAMUHU Ha 3JOPOBBE
IIKOJTbHUKOB.

Mamepuanst u memoow:. [IpoBeICHO AaHKETUPOBAHHE YUAIIHX-
ca 5—11-x kIaccoB 1o Bompocam, KacaroUIuMCsl TUIIOJUHAMUY;
HPOU3BEACHEI OCMOTP, BBISBILIOIINI HAPYIICHNS OCaHKY, U aH-
TpoIOMeTpHYecKie H3MepeHns. B kxauecTBe mepBHUYHOTO (yHK-
OUOHAJBHOTO TeCTa MPH 3aHATHAX (PU3NIecKol KyIbTYpoil Uc-
nosb3oBanu npody Maprune—Kymenesckoro (20 npucenanuii 3a
30 ¢). Dro mpocras, AOCTyNHAas U WHPOPMATHBHAs poba orpe-
JIeJIeHNUs TPEHUPOBAHHOCTH JETEH.

Pezynomamei. Cpeny onpoIIeHHbIX aeTei 7,5% yTBepKIaroT,
9TO €XKETHEBHO JENAI0T 3aps/Ky, OCTAIBHBIC HUKOIJA HE JeNaloT
WY JIeNaroT oueHs peaxo. Ha Bonpoc mpo 3ansaTus cnoptom 46,3%
YUAIUXCSl OTBETHIIN, YTO XOASAT TOJBKO Ha 3aHATHS (QU3MUYECKOH
KyAbTypoi, 34,1% XoIosaT 3aHMMAThCs B pa3jInvHbIE CIIOPTUBHbBIE
cekimy, 19,5% 3aHUMarOTCs B TpEHAKEPHOM 3ajie. 3a KOMITbIOTe-
poM MeHee | 4 B ieHb cunat 36,6%, y OCTaJIbHBIX BPeMsI 32 KOM-
MBIOTEPOM COCTaBIIseT 2—6 4. Ha BBINONHEHNE TOMAITHETO 331aHus
y 63,4% mxoneHuKOB yxomuT 1-3 4,y 17,1% —3-54,y 12,2% —
Oonee 5 4, 12,2% Tparar meHee 1 4. 36% neteit cpenu ompouieH-
HbIX Ooneror OPBU 1-2 pasa B rox, 40% — 3—4 pa3a, 24% — 6o-
nee 4 pa3 B ro. 58,5% OnpoIIeHHBIX HIKOJIEHHUKOB HE OTMEYAIOT
U3MEHEHMH 3peHus! Iocie paboThl 3a KOMIIbIoTEpoM; 24,4% dyB-
CTBYIOT yCTaJIOCTh B IVIa3aX, CHIXKEHUE OCTPOTHI 3peHus; 17% Obl-
JIM BBIHYXJICHBI HaJIeTh o4Ky. [Ipu onpenenennn ocanku y 60% oc-
MOTPEHHBIX BBISIBIECH MBIIICUHBIH BaJHK, IUIEYH U TPEYTOIBHUKH
TaJMy acuMMeTpudHbL. [Tpy orieHke HU3N4eCcKoro pa3BUTHS BBISIB-
JIEHO, uTO 45% yuamuxcs UMEIOT AUCTapMOHUYHOE Pa3BUTUE U3-

3a nedurmTa win U30bITKa Macchl Tena. [locie npoBeneHus mpookl
Maprune—KymeneBckoro ycranoBieHo, 4to 'y 70% oOydarommx-
Csl IMyJbC MOBBICHIICS Oonee yeM Ha 50% OT UCXOOHBIX 3HAYCHHUH,
qepes3 10 MuH nokazaHus He BEPHYJIMCH K U3HAYAJIbHBIM JaHHBIM.

3akntouenue. BoNbIIMHCTBO ONMPOIIEHHBIX IIKOJIBHUKOB Be-
YT MaJIOTIOJBIKHBIN 00pa3 HU3HU, KOTOPBIA BKIIIOYAET BBINOJI-
HEHHe JOMAIHEro 33/IaHMs U BpeMs 32 KOMITBIOTEPOM, 3aHHMa-
ronee okosto 6 4. Y 60% 0CMOTPEHHBIX IIKOIBHUKOB BBISIBJICHBI
HapyIIeHHUs] OCAHKHU, CHIXKEHHE OCTPOTHI 3peHus. 13-3a orcyT-
CTBUS aJICKBaTHOW (PU3MUYECKOW HATrPYy3KH OOydYarolIuecs uMe-
FOT U30BITOYHYIO MacCy Teja MM HeloOpa3BUTHE MBILIEYHOH Mac-
cbl. [To nanapiM ipo6sr Maptune—Kymenesckoro 70% oGcineno-
BaHHBIX HE CIIPABIISIOTCS € MpocTeiiel Gu3ndeckoi Harpy3Kou.

TXEKBOHOO AOAMNTUBHOE: KAK U3YYUTb
BIMUAHUE HA COCTOAHUE 3[00OPOBbA
DETEA-UHBANNOOB

FonoBkuHa C.A. KamanetauHoBa K.M., MapkoB [O.A.,
CepreeBa B.B.

Hayu4HbI pykoBoguTenb: KaHA. MeA. Hayk
A.B. YypakoBa

MxeBckasi rocyqapCTBEHHas MeaUUMHCKasi akagemust,
WxeBck, Poccusa

Krroyeesle criosa: demu-uHeasnudbl, cocmosiHue 300p08bs,
adanmauusi, chusuyeckue Hazpy3sKku

Axmyanbnocmy. AnantuBHas Gpusngeckas KylnbTypa OTKPbI-
BaeT pe3epBHbBIC BO3MOXXHOCTH OpraHn3Ma peO&HKa-HHBaIHIa U
IIOMOTaeT €My 3aHUMAThCSI CIIOPTHBHOM AESTENBHOCTHIO. 3aHITHUS
Hpo(eCCHOHATBHBIM CIIOPTOM JIMI[AMH ¢ OTPAaHUIECHHBIMHI BO3MOJK-
HOCTSMH 3J0POBbS IMO3BOJIAOT UM Pa3BUBATLCS (1)1/131/1‘{CCKI/I n UH-
JMBUAYaTBHO, GOPMUPYIOT CHITYy BOJIM, HABBIKH aJJaNTAIUK K YC-
JIOBHSIM JKH3HH, OJarompUsTHO BO3ACHCTBYIOT Ha MCHXHIECKYIO
cdepy Iereid, a Taxke TalOT OOJBIINE BO3MOXKHOCTH JIJISI KOPPEK-
LIUH ¥ COBEPIICHCTBOBAHMUS MOTOPHUKH.

Lleny: onpenenuTs METOAB! BIMSHUS CIOPTa Ha COCTOSIHUE
310pPOBbs ﬂeTCﬁ-HHBaﬂMﬂOB C MCHTAJIbHBIMU U ABUTATCIIBHBIMU
HAPYIICHUSMH.

Mamepuanst u memoowt. J1Jis1 MOCTHKEHUS TOCTABICHHOU 11e-
JIM MBI TIPOaHAM3UPOBAIIH JOCTYIIHBIE METOIMKHI OIPEAEIICHHS KO-
OPAMHAIIMOHHBIX CIOCOOHOCTEN, TOYHOCTH ABVIKEHHH, TOATEPIKa-
HUS paBHOBECHS AeTeH. YUUTHIBas OrPaHUUECHHBIE BOSMOKHOCTH
JeTel, HaMH BBIOPaHBI IPOCTHIE, TOHATHBIE U B TO )K€ BPEMSI HH-
(hopMaTHBHBIE METOIbI, HATNISAHBIE KAK JUIsl CAMOTO peO&HKa, ero
poauTeNeil U TpeHepa 1o aganTUBHOMY CIIOpTY. MeToIHKH BhIOpa-
HBI HCXOJISI U3 TEX Ka4eCTB, HA KOTOPHIE HAIPaBJIeHb! TPEHUPOBKH
JUIst OTIeHKU 3((GEeKTUBHOCTH (DU3NUECKUX ynpaxHenui. HeooOxo-
JIUMO OBLITO YYUTHIBATH TOT (DAKT, 4TO peOEHOK-MHBANN OBICTPO
ycTaéT, HO3TOMY TEXHUKH JIOJKHBI OBITH OBICTPO BBIMOIHUMBI. Ha-
MU M3y4YCHbI MaTEPUAIIbl IO CIIOPTHBHON MEIHIIMHE U BHIOPAHBI
TIOIXOISAIINE MOJT ITH KPUTEPUH TEXHUKH. Takke HEeOOXOAUMO OIle-
HUBATh Ka9€CTBO JKM3HHU: CHOPT HEOOXOIUM HE TOJBKO ISl YITyd-
[IeHHs BO3MOXKHOCTEH, HO M ISl YCTIEIIHON alanTalui K MUpY.
Tect ¢pyHkmoHanpHOU He3aBucuMocTH Functional Independence
Measure HEOOXOIUM ISl OIIEHKH pe3epBa CIOPTCMEHOB.

Pezynomamur. Hamu 0ToOpaHb! CiieayIoIne METOIUKH OTpe-
JIEJICHUs BIIUSHUS CIIOPTa Ha COCTOSIHHE 3JJ0POBbSI JeTel-UH-
BaJIMJOB: OICHKa (PyHKIMOHAIGHONH HE3aBUCHMOCTH IIO IIKaje
Functional Independence Measure; onpoCHHK JIJIsl OIICHKH Kave-
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CTBa JKH3HU JIETEH; METOIMKA «YETBEPTHIN JIUIIHUI»; TECT CB3U
qHce; onpeeIeHne KOOPIUHALMOHHBIX CIOCOOHOCTEH: IPBIKKH
¢ MecTa 10 oTMeTKH 80 cM, TECT Ha pa3BUTHE TOUHOCTHU JBHIKE-
HUIA B IPOCTPAHCTBE, TECTHI HA y/ICP)KaHUE PABHOBECHS, TECT Ie-
pelaruBaHus Yyepe3 THMHACTUYECKYIO MaJIKy, 3pUTENIbHO-/IBUTa-
TEJIbHBIA TECT — MajaroIas JMHelKa, TeCT KyJlak—peOpo—aIoHs.

3axnrouenue. OnpeneneHsl NPOCTHe U HHPOPMATHBHBIE Me-
TOIVIKH JUTS OTIPEIENICHUSI BIMSHHS TXEKBOHO Ha COCTOSHHE 3710-
POBBS IeTel C MEHTANBHBIMU U IBUTATEIbHBIMU HAPYILICHUSIMH,
YTO B KOMILJIEKCE MO3BOJISAET OLEHUTh SPPEKTUBHOCTh TPEHUPO-
BOYHOTO ITpoliecca y AeTeii-nHBAIUIOB.

* ok ok

OE®ULIUT MATHUA Y OETEN U EFO POJb
B NIEYEHUU APTEPUATNIbHOW MTMNEPTEH3UU

N'ypuHa E.C., UHo3emueBa [1.A., BorayeBa C.M.

Hay4HbI pykoBoauUTenb:
AoKTOop Mea. Hayk A.B. Bypnyukas

Ky6aHckuii rocyaapCTBEHHbIN MEOULMHCKAIN YHUBEPCUTET
Mwun3sgpasa Poccun, KpacHogap, Poccus

Knrouesnie criosa: demu, MazHuUesbIl eomeocmas, decpuyum
MazHusi

Axmyanonocms. BnusHue HapyIeHHH MarHUEBOTO FOMEOCTa-
3a Ha CepIIeYHO-COCYIUCTYIO CUCTEMY BBI3bIBAET OCOOBIH HHTEpEC
B CBSI3U C JJAHHBIMU O OOJIBIION pacrpoCcTpaHEHHOCTH AeULUTa
MarHusi ¥ aprepuanbHoii runeprer3un (Al) y neteid.

Llenv: onpenennuTh U3MEHEHUS COIEPKaHMS MarHUs B KPOBU
y JeTel U ero INHAMUKY TpH JieueHuu Al

Mamepuanvt u memoost. ObcnenoBano 84 pedEHKa B Bo3pacTe
10—17 net: u3 HUX ObLIO 45 YCIOBHO 310POBBIX AeTel u 39 60iib-
HbIX ¢ AT ¥V Bcex nereil onpenensiiy cofepxaniue MIOHOB MarHus
B CBIBOPOTKe KpoBH. [larmentsl ¢ AI” ObuUtH pacnipeieieHbl Ha 1Be
TPYHIIBI, COIOCTaBUMEIE TI0 IOy U Bo3pacTy: 1-s (n = 20) — mo-
JydYaBIIUE THIIOTCH3WBHYIO TEPANMIO U MarHUs JIAKTaT; 2-1 (n =
19) — nonyyaBiue runoTeH3UBHYO Tepanuto. s aHanmu3a 3¢-
¢dexTuBHOCTH JieueHUsT A" HCIIONIB30BAIN CPEAHECYTOUHBIE T10-
KazaTelu apTepuanbHoro napienus (AJl) mo nedeHus u uepes 3
MeC Mociie MPOBEASHHON Tepanuy. YPOBEHb MarHusi B CHIBOPOT-
Ke KpOBHU BCeX 00CIIeOBaHHBIX JeTeil ONMpenessiii HOHOCEeK-
THUBHBIM METOJZIOM.

Pesynomamoi. YcTaHOBJICH AepULUNT MarHus B KpoBu y 30
(66%) 3mopoBeIX AeTelt: nérkuit —y 16 (53,3%), yMepeHHbIH —
y 13 (43,3%), BoipaxkeHHslit —y 1 (3,3%). Cpenu 6onbHbIX ¢ AT’
neduuut Maraus Obi1 BeisiBieH y 39 (100%) mereii: nérkumii —
y 1 (2,6%), ymepennsiit — y 13 (33,3%), BelpaskeHHBIH — y 22
(56,4%). I'nmmomarauemMust y 340pOBBIX JeTeil oTMedanach y 23
(51,1%) obGcnenoBaHHBIX, IIPU HTOM CpeHEE COAEPIKaHUE MAarHus
cocrasuio 0,72 + 1,3 mmons/1; ipu Al y nereit nepunut Maraus
ormeuancs y 38 (97,4%) netell, Ipu 3TOM CpelHHE KOHIIEHTpa-
LMY MarHus B CBIBOPOTKE KpoBHU cocTaBmiu 0,56 + 1,4 MMosb/i.
V nereii ¢ AT B 00eux rpymmnax 1o Teparui CpeIHNE MOKa3aTeIn
AJI 6bUTH COTIOCTABUMBI: Y OOJBHBIX -1 IPYMIIbI CHCTOIMYECKOE
Al (CALl) cocraBuio 133,4 £ 10,36 MM pT. CT., TUACTOIUYECKOE
Al (JALD) 70,7 £ 12,3 MM pT. CT., y OOJIBHBIX 2-i IPYHIIBI — ypo-
Benb CAJI 131,8 + 12,45 mm pr. ct., JAJ]— 71,9 = 13,23 MM pT.
ct. Uepes 3 mec neyenust AI' y GonpHBIX 1-if Tpynmbl moka3are-
ma Al (CAI 113,5 £ 14,2 mm pr. ct., JAJ] 60,4 + 11,3 MM pT.CT.)
OBLIM CYIIECTBEHHO YMEHBILIECHBI 110 CPABHEHUIO C TAHHBIMH Y Jie-
tei rpynmnsl koutponsa (CAJ 127,5 + 10,4 mm pt. ct., JJAJ] 66,4
+ 12,5 mm pt. ct1.), p < 0,05.

3axnouenue. leuuut MarHusl B KPOBH TOCTOBEPHO Yalle
peructpupoBaics y aereit ¢ Al. Kimmandeckue nposiBneHust ne-
(unuTa MarHus IpU CPEIHETSHKENIOM U TSDKENOM AedHUInTe COo-
IIOCTaBUMBI C €TI0 KOHIICHTpALlUAIMH B KPOBH. B rpymnre Z[CTCﬁ C
AT, nonmyyaBmux 06a3MCHYIO THIOTEH3UBHYO TEPAIUIO U MarHus
JaKTar, yepe3 3 Mec jedeHus y 64% pecroHIeHTOB yCTaHOBIIE-
HO CTOHKOE yMeHbIIIeHHe YpoBHeH AJl, Ipyu 3TOM cpeaHue moKa-
3arenu AJ] ObUTH 3HAUUMO CHHIKEHBI, 110 CPABHEHHIO C KOHTPO-
neM. bazoBast runoTeH3MBHAs Tepanys B COYCTAaHUH C MAarHUs JaK-
TaroM 3¢ dextuBHee HopmanusyeT AJl B 0ojee KOPOTKHUE CPOKH.

OEOPNLUAUT ANIb®A-1-AHTUTPUNCUHA
nopn «MACKOW» XPOHUYECKOIO FENATUTA

NycenHoBa A.A.
HayuHbin pykoBoguTtens: npod. A.H. CypkoB

Poccuincknin HaumMoHanbHbIN MCCreaoBaTeNnbCKUn
MeauUUHCKUn yHuBepcenteT nmenn H.W. MNMuporosa
MwH3agpasa Poccuun, Mockea, Poccus

Kntoyesble crosa: knuHudeckul crydad, 0emu, decpuyum
anbgha-1-aHmumpurncuHa, duaeHocmuka

Axmyanvnocms. eduur anbda-1-anturpuncuna (A1AT) —
HACIIEJICTBEHHOE 3a00JICBAHUE, BBI3BAHHOE HEJ0CTATOYHOCTBIO
A1AT B cBIBOPOTKE KPOBH W NPHBOAALIEE K HOPAKSHUIO JIETKHX,
nedyeHu u cocynoB. Hepenko Ha MpakTUKe OTMeYaeTcs THIIOANA-
THOCTHKA 3TOHM MaTOJIOTHH, YTO HETaTUBHO OTpaXkaeTcs Ha Mpo-
rHO3€ 0O0JIEe3HU.

Onucanue xnunuyeckoeo cayuas. Y IeBOYKU B Bo3pacTe 1 rox
3 Mec BO BpeMs FOCIUTAIU3AHUU 10 IOBOLY OOIIUPHBIX TEPMU-
YEeCKHX 0)KOTOB BIIEPBBIC BBISIBIICH CHHAPOM IHTOJIN3a: TIOBBIIIIE-
HHUE aKTUBHOCTH anannHaMuHoTpancepassl (AJIT) mo 108 ME/n
(HopMma < 35 ME/n), acnapraramunotpancdepassl (ACT) — mo
101 ME/n (Hopma < 42 ME/n), uto ObIIO paclieHEHO KaK JcC-
(yHKIMSA TeyeHn Ha PoHE OKOroBoi Oonesnu. JloobenenoBaHue
He IIpoBOAUIOCh. B Bo3pacTe 2 roga 6 Mec HaXoAUNach B CTAIHO-
Hape 110 IOBOY OCTPOM PeCHUPaTOPHON HHPEKIMH; IUTOIU3 CO-
xpansuicst: AJIT — 117 EJl/n, ACT — 120 EJl/n. Bpuin uckiroue-
HBI BUpycHble renatutel B u C, Ha3HAueH remaronpoTeKTOPHBIN
npenapar — ypcozaezokcuxonenas kuciora (YIXK). B Bozpacte
2 roga 10 Mec GonbHas MepeHecsia MOHOHYKJIE03, IIUTOIHN3 ObLI
pacleHEH KaK MPOSIBICHHE PEAKTUBHOTO IeMaThTa B paMKax HH-
(dekmonHoro 3abonesanus. [Ipu Y3 opranoB OproIIHO# 1OT0-
CTH BBISIBIICHBI T€MAaTOCINICHOMETANINSI U HEe3HAYNUTENbHbIE TU(-
(y3HBIC U3MEHEHUS apeHXUMBI IedeHu. [Ipu anactomeTpun
nedeHn ¢pudpo3 orcyTcTBYeT. [Iponomkena tepanust YIXK 6e3
MOJNIOXKUTENBHON TUHAMMKH, CHHIPOM LIUTOJIM3a U 3XOorpaduue-
CKHU€ NPU3HAKYU IeNaToCIUIEHOMEraauu COXpaHsIuch. B Bo3pac-
Te 4 roga 3 Mec ObuIa 00CIIE0BaHa B OT/AEIECHHU TaCTPOIHTEPO-
morum s nereit HKL Ne 2 PHIIX nwm. akazn. b.B. [lerpoBckoro:
AJIT — 103,5 ME/n, ACT — 100,7 ME/n, OunupyOHUHOBBIH, JTH-
IUAHBII U yIIIeBOAHBINH 0OMEHbI He HAapyILIEHbl, X0IeCTa3a, Koary-
Jonaruu HeT. VICKIII04eHb! ayTOUMMYHHBIE IOPAXEHHS IIEUeHH U
60e3HH HAKOILICHUS. B CBIBOPOTKE KPOBU CHUKEHA KOHIICHTpA-
st A1AT no 0,4 r/n (Hopma — 0,9-2,0 r/i1). MeTonom npsiMoro
ABTOMAaTHYECKOTO CEKBEHNPOBaHMUs 10 CoHrepy NpoBeEH aHaIN3
reHa SERPINA-1 — BbIABJIECH BapHaHT HYyKJICOTHUIHOU ITOCIIENI0BA-
tenbHOCTH ¢.1096G>A (p.GIlu366Lys) B TOMO3UTOTHOM COCTOSIHUH,
onucanHsblii B 6aze nanHbix HGND (CM830003) kak nartoreHHsIi.

3aknmouenue. Y pebEnka Obl1 nonTBepxkaAEH aedunut A1AT.
[Marorenernyeckas Tepamust AIsi KOPPEKIUU MMEYEHOUHBIX HAPY-
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LIEHHUH IPH JaHHOH MaToNOTruH He pa3padoraHa. [lanuenty HeoO-
XOZIUMBI PETYSAPHBIN IPUEM TeraTonpoTeKTOPOB, KOHTPOJIb J1a00-
paropHbIX nokasareineii, Y3/ opraHoB OpIOIIHOW MOJOCTH, 31a-
CTOFpa(l)I/II/I MEYCHU B JTUHAMHUKE [JI1 CBOCBPEMCHHOT'O BbISABJIICHUA
CTPYKTYpHO-(YHKIIMOHAJIBHBIX HAPYIICHUH MEUYEHH U TPUHATHS
petenust o e€ TpancruianTanuu. Jedunur A1AT cnenyer paccma-
TPHBATh B CTPYKType An(PepeHIHaNbHON THaTHOCTHKH Y eTei
¢ HEOOBSICHUMBIM CHHIPOMOM LIUTOJIH3A.

k sk ok

MHOXECTBEHHbIE MOPOKU PA3BUTUA,
KOPPEKLMUA, MPOrHO3, PEABUITUTALIUA

OeBaToBa K.A.

Hay4HbIn pykoBOoAUTENb: KaHA. MeA. HaykK
E.A. BoTHMKoBa

WxeBcKkasi rocynapCTBeHHas MeguumHcKasi akagemums
MwuH3gpasa Poccum, MxeBck, Poccus

Knroyesbie criosa: knuHuU4Yeckul cryqad, 0emu, 8pOX0EHHbIe
ropoku pa3sumusi, duazgHocmuka

Axmyanvrocmb. MHOXECTBEHHBIC BPOXKIAEHHBIE TOPOKH pa3-
ButHst (MBIIP) — 370 rereporeHHbie JOpPMBI TOPOKOB B OpraHax
nByX U 6onee cucteM. Yacrora MBIIP cocraBnser 3—7%, 6oib-
IIMHCTBO M3 HUX CBS3aHBI C COUETAHHBIMU XPOMOCOMHBIMH aHO-
manusamu. JleransHocthb gocturaer 30—40%. B 2020 r. B Poccun
pommitocs 6omnee 40 Toic. mnanentes ¢ BIIP, uto cocrasuio 3,3%
OT YHCJIa POJUBILUXCS HKHUBBIMH.

Onucanue kaunuveckozo cayyas. Manpauk, 8 €T, ¢ MHO-
KECTBEHHBIMHM BPOXKAEHHBIMU MOPOKaMM Pa3BUTH: TeTpajaa
damio — nogaopTanbHbIA AeEKT MEHKIKETyJOUYKOBOH mepe-
TOpPOJIKH, IPaBOJENEHHOCTh a0PThI, BEIPAKEHHBI KOMOWHU-
POBaHHEII CTEHO3 JIETOYHON apTepuu, IEHTPAIbHBIN nedekT
MEXIPEACEPAHON TIePEeropoiKy, FUIOIIa3Us JIEBOTO KNIy 04~
Ka; areHe3us JeBOi MoKy 0e3 HapyIeHHs QYHKIMH, TUIIOCa-
JIUsl ¢ UICKPUBJIEHUEM II0JI0BOTO WIEHA; aTpe3us aHyca. AKyep-
CKHl aHaMHE3 OTATOIIEH: aHeMUs | CTeneHu, TpOMOoLHTOTIE-
HUSl, YaCTUYHAS OTCJIOMKA IUIaLlEHTHI, HapyIlIeHHe KPOBOTOKA 2
CTeIeHHU, yMepeHHas npe3knamicus. Ponuincs Ha 31-i Henene
OepeMeHHOCTH, Macca Tena npu poxaeHun 1290 r, qiuHa Te-
na 37 cm. Ouenka no Anrap 4/7 6annos. [IpoBeseHo JieueHue:
Koppeknus teTpansl amno, naacTuka aedexTa MexOKeIy10d-
KOBOW MEPEeropoJKy, yIIMBaHHE OBAJIbHOIO OKHA, IIOBHAS IJIa-
CTHKa TPUKYCIHIAJIBHOTO KJlallaHa, BAJIbBYJIOIIACTHKA Kilana-
Ha JIETOYHOH apTepHH, KOJIOCTOMA U 3aJIHEeCaruTTalbHas MPOK-
TOIUIACTHKA, OPTOIUIACTHKA TTOJIOBOTO YJIeHA, BOCCTAHOBIIEHUE
yperpsl. Pe6€Hok — uHBanmua aercrsa. [Ipu ocMoTpe — cocTo-
sIHUE OJIYDKE K yIOBICTBOPUTEIHHOMY, aCTEHHYECKOTO TEI0CIO-
KEHHS, OKpackKa KOXH OJIeIHO-pO30Basi C MPaMOPHBIM PUCYH-
koM. ITocneoneparuonnsie pyousl 6e3 ocobeHHocTeil. [Ipixa-
HUE BE3UKYJIIPHOE, XPUIIOB HET, YaCTOTA AbIXaHUS 22 B MUHYTY,
TOHBI Cep/Iia sICHbIE pUTMHUYHBIE, CUCTOIMYECKHH LITyM Ha Bep-
XYUIKE Cep/Ia, 4acToTa CEepICUYHBIX COKpaiieHui 80 ya/mMuH,
XKHUBOT MATKHH, MEYCHb BBIXOJUT U3-TIOX Kpas péOepHoil nyru
Ha 1 cm. CTy: u MoUeHcIyCKaHUe He HapyLICHBI.

3axntouenue. BIIP siBisitoTcs yacTo BeTpeyarommmucs ¢op-
MaMH [aTOJOTUU Y HOBOPOXKAEHHBIX U JieTel 1-ro roja >ku3HU.
Ux xoppekiws, ocoberrno MBIIP, TpeGyet 60ombIimx pUHAHCOBBIX
3aTpaT, MOPAJIbHBIX U MaTe€PUaIbHBIX YCHIIUI CO CTOPOHBI POJIHU-
TeJIeH M Bpauel, JMHAMUYECKOTO HAOMIONEHUS CelHalCcTaMu.
C BO3pacTOM BO3MOXKHBI TOBTOPHBIE KOPPEKTHPYIOIIUE Onepa-

mud. B mocnenyromem peOEHOK HyKaeTcs B IpoQhecCrHoHaIbHOM
BpayeOHOM KOHCYIBTUPOBaHUH. [1py paHHEM BBISBIEHHS TIOPOKOB
Pa3BUTHS Y IJI0a HEOOXOAMMO MPOBECTH MPEHATAIbHOE KapHo-
TUIMPOBAHKE ISl PELICHUS BOIPOCa O COXPaHEHUH OepeMeHHO-
cti Wi e€ npepbiBanusl. HeoOxoquMo reHeTH4eckoe KOHCYIbTH-
pOBaHHE POIUTENEH.

OCTPbI/ NIUM®OBNACTHbIW NEUKO3
Y AEBOYKU 3 NET

EBrneBckas B.B., PasyBaeBa [0.10.

HayuHble pykoBoguTenu: goueHT B.C. JlegHeBa,
H.B. OauHa

BopoHexckuin rocyaapCTBEHHbI MEAULIMHCKUIA YHUBEPCUTET
umenn H.H. bBypgeHko MuH3gpasa Poccum, BopoHex, Poccus

Knrouesnie criosa: knuHu4eckull criydat, demu, ocmpbili
numegbobriacmHbili ielikos, duaeHoCmMuKa, yie4eHue

Axmyanvrnocms. OcTpblii TMMbOONACTHBIIH JIeHiKo3 — ocTpoe
OIacHOE JJIsl )KU3HU I'eMaToJIorHYecKoe 3a00JeBaHNe, paHHEE BbI-
SIBJICHHE W JICYCHUE KOTOPOTO MMEIOT pelaroniee 3Ha4YeHue st
MIPOTHO3A.

Onucanue knunuyeckozo cyyas. JleBouka, 3 rona, nepesesicHa
B OHKOI'€MaTOJIOTHYECKOE OT/EIEHUE B TSKENOM cocTosHUU. [Ipu
OCMOTpPE — KOKHBIE TIOKPOBBI OJIEIHbIE, BIaXKHbIE, FTeMOpparuye-
CKOTO CHHZpOMa HeT. B o01eM aHanm3e KpOBH BBISIBIICHA aHEMHS
(76 t/1), ycxoperne COD, Omactsl 25%. B GmoxumudeckoM aHa-
JM3€e KPOBH — TIOBBIIIEHHE YpoBHS C-peakTUBHOTO Oerka 46 mr/,
aktuBHocTh JIJAT' 268 EJl/n, ypoBeHb deppuruna 428,4 MKr/m.
Muenorpamma: TaHHbIE MOP(OIMTOXUMHYECKUX HCCIICAOBAHNI
¢ OOJIBIIOH J10J1ei BEPOSITHOCTH CBUJIETEIBCTBYIOT B TOJIB3Y JINM-
(ouIHON PHPOBI ONACTHBIX KIETOK. IMMyHO(MEHOTHTINPOBaHNE
OMaCTHBIX KJIETOK: UMMYHO(MEHOTHII OJTaCTHON HOMYIISIIMH COOTBET-
ctByeT TuM(oOIacTHOMY Jeliko3y, BII BapuaHT, ¢ Ko3kcnpeccueit
CD13, CD33. LluToreHeTHYeCKOe MCCIeI0BaHNE OACTHBIX Kile-
TOK — IpH uccaenoBanuu meronoMm FISH obnapyxkena t(12;21).
ITpu Y3U opraHoB OproLIHON HOIOCTH, IOYEK, CENE3EHKU BbLIB-
JIeHbI IPU3HAKY TeIaTOCIUICHOMETJTNH, TIONO3PSHUE HA HETIOTHOE
YABOEHHE YalIeYHO-TIOXaHOYHON CUCTEMBI IOUKH CclieBa. bonmbHast
nosyyaina yieaenue o npotokoiny ALL-MB 2015 nexcameraszon
0,5 Mr/cyT ¢ mocneayomuM noBeIieHreM 10 3,0 Mr/cyT, uHpy3u-
OHHas Teparnus [IIIOKO30-COJIEBBIMH PacTBOPaMH. DHAOIOMOAIb-
HOE BBEJICHUE IIUTOCTATHKOB (MeToTpekcar, 10 Mr + npeHu30510H,
8 mr + ARA-C, 26 mr); BuHKpHCTHH, 0,8 MI' BHyTPUBEHHO CTPYHHO
1 pa3 B Heneno; oHkocnap, 530 E/l BHyTpHBEHHO KallebHO; JayHO-
pyounwH, 24 Mr. ConpoBoAnTENbHAS Teparnus: MPo(QUIaKTHKA JIH-
3Hca OIYXO0JIH (AJUIOIYPHHOI, MH(Y3HOHHASI TePAIHsl IITFOK030-CO-
JIEBBIMU PAacTBOPAMH), aHTHOAKTEpHUAIbHAS TePATNs (BAHKOMUIIVH,
MEpOHEM, JIMHE30JU 1, UMUTIHHEM, TAIMITHH, aMUKAIIMH, METPOHU-
J1a3011), IPOTUBOrpUOKOBas Tepanus (MUKaMuH, (IFOKOHA30I), Ta-
CTPOTIPOTEKTHBHAS Teparus (omenpasodi, ocdaorens, ypcome-
30KCHXOJIeBast KUCIIOTA), CHMIITOMATHYeCcKast (KpeoH, HEOCMEKTHH),
npo(UIIAKTHUKA ITHEBMOIMCTHOW MHEBMOHKH (OMCENTOI), 3aMECTH-
TeJbHAsl Tepanus npenaparaMy KpoBH (TPOMOOKOHLIEHTPAT, SpUTPO-
IIUTapHast B3BeCh (PUIIBTPOB, CBEXKE3aMOPOXKEHHAs I11a3Ma, aJIb0y-
MuH). C yaydIIeHueM BbIECaHa JOMOM. PeKoMeHI0BaHO IPOJIOI-
JKUTH JIeUeHUe 6-MepKanTOIMypHHOM B f103e 12,5 mr.

3axmouenue. MemuuuHCKas HayKa 3HAYUTENEHO MPOIABHHY-
Jach B TOHUMAaHUH aTO(GU3HOIOTHH 3a00JI€BaHNI CHCTEMBI KPO-
BU, 4TO [103BOJISIET IIPOBECTH TOYHYIO AUATHOCTUKY JIEMKO30B, IPH
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O3TOM I/IMMyHO(I)eHOTI/IHI/IpOBaHI/Ie 1 OUTOICHETHYCCKOC UCCJICI0BA-
HYe OJaCTHBIX KJIECTOK HMEIOT ONPEACIIAOIICC 3HAYCHUCE.

MOJNHbIA ATPUOBEHTPUKYNAPHbIN
CENTANbHBLIA OE®EKT Y HOBOPOXAEHHOIO
PEBEHKA

EpHusaszoB P.A., blopan A.A., Mbip3arynoB M.T.
HayuHbin pykoBogutens: goueHT C.T. KnsaroBa

HAO «MeaunuuHckuin yHusepeuteT Kaparanabl», KaparaHaa,
Pecnybnivka KasaxcTtaH

Knroyesbie criosa: KnuHUYecKul criyqall, HOBOPOXOEHHbIE,
ampuoB8eHmMpPUKYIsPHbIU cenmarbHbil deghekm,
peaypaumauyusi

Axmyanvrocms. ATpHOBEHTpUKYJISIpHBIH (AB) nedexr nepe-
TOPOJIKH COCTOMT 13 JiepekTa MeKIpeICepAHON TEPEropoiIKy TH-
T1a ostium primum ¢ OOIUM aTPHOBEHTPHUKY/ISIPHBIM KJIAIaHOM, C
ACCOLMMPOBAHHBIM BITyCKHBIM (THIIA aTPHOBEHTPUKYJSIPHON Tie-
peroponku) nedeKkToM MexOKeTyI0uKoBoit eperopoaxu (JIMXKIT).
OTH 1eEKTHI SBIAIOTCS PE3yAbTaTOM HEJOPA3BUTHS YHIOKap -
QJIBHBIX BAJIMKOB cepaua. Y OONBIIMHCTBA MALMEHTOB C MOJTHON
(dhopmoit umeercs cuaapom JlayHa.

Onucanue xnunuueckozo cayyas. Malpduk A., oT MaTepu
41 rom, ot 2-i OEpeMEeHHOCTH, 2-X CaMOIPOU3BOIBHBIX POIOB.
BepemenHOCTh MpoTekana Ha (HoHe MOMUAeHUIUTHON aHEMUH
cpenHeit TsokecTu. JlefikeMouHas peakiys HeHTPO(QUIIBHOTO TH-
na. B anamHese y marepu BapuKO3HOE pacIIMpEeHHE MOIKOKHBIX
BEH HWKHHMX KOHEYHOCTEH B CTaguu KoMrneHcanuu. OxupeHue
III crenenu. IIpu antenaranbHoM Y3U natonoruy He BBIIBICHO.
Macca tena npu poxaenuu 2980 r, rHa tena 49 oM, olieHKa 110
mikane Anrap 8/9 6amio. CocTosHHE TIPH POXKACHUH YIOBIETBO-
putesnsHOe. Y ped&HKa oTMedannuch GeHOTHIHYECKHE TTPH3HAKI
cunzapoma layna. C 3-ro aHs KU3HU BIOJIB JIEBOTO Kpasi TPYIUHBI
BBICITYILIUBAJICS] CUCTOIMYECKUI IIYM CpeAHE MHTEHCUBHOCTH, B
JUHAMUKe MHTEHCUBHOCTD IIyMa COXpaHsuiach. I paHuIIs! cepana
B Ipezesnax Bo3pactHoi HOpMBL [Ipu OxoKC 6bu1 Bu3yanusupo-
BaH €IUHBIN apTHOBEHTPHUKYISAPHBIN KJIallaH, C perypruramnuei
1-2 cTenenn B «MUTPaIbHON) YacTH €IWHOTO KiIallaHa, PeTypru-
Talus B «TPUKYCIUJAIBHOID YacTU €IWHOTO KjamaHa 2—3 cTe-
MeHH, ITYHTUPYIOIMHA noTok jeBonpasblid. [leprunsiit JJMIIIT
3,5-3,0 mm, Bropuunsiit IMIIIT 4,8—-5,0 MM, IIyHTHPYIOLIHHA 110-
TOK JieBomnpaBblil. OTKPBITHIN aprepuanbHblil mpotok (OAIT) 2,9—
2,5 MM, OIyHTHPYIOIIUH HOTOK JIEBOIIPABBINA. HE PECTPUKTUBHBIH.
JI€rkas nunaramwst ctBoia Ja€rouHoi aprepuu. CucTomMUecKas
(GyHKIMS IPAaBOTO JKETyJouKa COXpaHEeHa, CUCTONNYEcKast QyHK-
1M1 JIEBOT'O JKEJTY/I0YKA HE3HAYUTENILHO CHIDKEeHA. TpUKYCIHIaIb-
Hasl peryprutanus OT MUHHUMAJIBbHOW 10 yMepeHHOH. OcMOTpeH
KapIUOXUPYProOM, BBICTABIIEH KIMHUYECKHH TUarHO3: BPOXKAEH-
HBII IOPOK cepAna. ATPHOBEHTPHKYIISIPHBIN CENTATBHBIN Te(EKT.
TMonnast popma. Coanancuposanusiii Tun. OAIT. Hasnadyen npemna-
par rpynmnsl quypetukoB. Ha MOMEHT ocMoTpa noka3zaHui K ore-
paruBHOMY JiedeHHUIO He Obu10. PeOEHOK BhINKMCaH 0OMOIt Ha 7-i
JICHb ’KHU3HU C PEKOMEH/IAIISIMU.

3akniouenue. lnarnoctuka AB-cenransHoro nedexra an-
TEHATAJIbHO WJIM B PaHHEM HEOHATaJbHOM Iepuojie HeoOXoau-
Ma Uil MyABTHIMCIUIUIMHAPHOTO MPO(eCCHOHATIBHOTO TOAX01a
Ul ONITUMM3ALIMY JICYEHHs], CHI)KCHUSI HEOHAaTaIbHOM CMEpTHO-
CTH W YJIYyYIICHHS OTAAJIEHHBIX pe3yibraToB. McmpasieHue Je-
(hexTa MTOHKHO OBITH BBHIMOJIHEHO 10 6 MeC )KHU3HH, YTOOBI Ipe-

JOTBPATHUTh Pa3BHUTHE ITATOJNIOTHH COCYIOB JETKUX, 0COOEHHO Y
nereit ¢ cuaapomom Jlayna.

HEOHATAJIbHAA 3ABOJNIEBAEMOCTDb
N OCOBEHHOCTWU BEAEHUA NO3OHUX
HEQOHOLLUEHHbIX HOBOPOXAEHHbIX
HA BTOPOM 3TAIME BbIXAXXUBAHUA

XypasneBa U.B.

Hayu4Hble pykoBoguTenu: goueHT E.A. CapkucsH,
poueHT C.B. YepkacoBa

Poccuincknin HaumoHanbHbIN nccnenoBaTenbCKui
MeauuMHCKun yHuBepenuteT nmenn H.W. Muporosa
MwuH3gpasa Poccuun, MockBa, Poccus

Knroyeenbie criosa: demu, no30HUe HeOOHOWEeHHbIe,
ebixaXKusaHue, fie4yeHue

Axmyanvornocmo. Tlo3naue HenoHomenHsie (ITH) — nerw,
poxnéunbie Ha 34°7-36%7 Henensx recranuu, poxaaoTcs B 70—
80% npexaeBpeMeHHBIX ponax. HecMoTpst Ha Gnu3kuil K 10HO-
HIEHHOCTU recranuoHublil Bozpact (I'B), y ITH coxpansercs Bbl-
COKHUIT pUCK HEOHATaJbHOM JIe3afaNTaluy U Pa3BUTHS I1ATOIOTH-
YECKHX COCTOSIHUH.

L]env: mpoBeCTH aHAIM3 HEOHATALHOW 3a00JIEBAEMOCTH U
ocobenHocreit Tepanuu y ITH.

Mamepuanst u memoobl. PeTpoclieKTUBHOE MHOTOLIEHTPOBOE
uccienoBanue ¢ yuacrueM 255 I1H, rocnutann3upoBaHHbIX HA
11 sram BeixakuBanus. [IpoaHann3upoBaHbl TEUCHNE HEOHATATBHO-
0 IepHOoAa, CTPYKTypa 3a007eBaeMOCTH U IPOBOANMAS TEPAIIUsl.

Pesynomamer. Cpequunii I'B cocraBun 35,09 + 0,8 wen. [Ipu
poxaeHnun macca Tena 2329,5 + 4734 1, oueHka 1o uikasie Anrap:
1 MmuH — 6,8 £ 0,7 6amna, S mua — 7,6 £ 0,6 6anna. B otnenenue
peanumanun nepesenens! 192 (75,3%) pedbénka. PeciuparopHbie
paccrpoiictBa (PP) ormeuenst y 221 (86,7%): BpoxaE€HHAsA THEB-
monus (BIT) — y 129 (58,4%), pecriupaTtopHbIil AUCTpecC-CHH-
npom (PIIC) —y 127 (57,5%), TpaH3UTOpHOE TaXUITHO? HOBOPO-
K IEHHBIX — y 20 (9%). Onenka PP mo CunsBepmany 3,61 + 1,15
Oayuta. YrHeTeHHe LeHTpalbHOW HepBHOM cucteMbl — y 100%.
ITpu neiipocoHorpadun BeisiBIeHa MOPHODYHKIMOHATBHAS HE3pe-
nocTb ronoBHoro mosra 'y 100% ITH, runokcuyecku-nieMuaeckrue
nopakeHus 1-2 crenenn — y 193 (75,7%), BHyTpIkemyJ04KOBOE
kpoBouznusiaue 1-2 crenenn —y 21 (8,2%). IIpusHaku uHbpek-
IIMOHHOTO TOoKcuKo3a — y 100% nereid, BpoxaAEHHAs LUTOMETa-
noBupycHas undpexuus —y 11 (4,3%), HenpsiMasi runepOUIUpy-
ounemust —y 182 (71,4%), HEKPOTU3UPYIOLUIMHA SHTEPOKOIUT —
y 26 (10,2%). V ITH BBIsiBIIeHB! (DYyHKINOHUPYIOIIHE (eTaTbHbIe
KOMMYHHMKAIIUU: OTKPBITOE 0BaIbHOE OKHO — Y 100%, OTKpBITHII
aptepuansHbii mpotok (OAIT) —y 53 (20,8%), remoanHaMuye-
cku 3HaunMbIi OAIT —y 3 (1,2%). IIponomKuTeTbHOCTh TOCIIU-
Tanuzauu cocrasuna 14,6 + 0,77 nus. PecriuparopHas nmomiepx-
Ka ocymecTBisuiach y 164 (74,2%) ITH: uckyccTBeHHast BeHTUILA-
st nérkux —y 80 (48,8%), CPAP (mocTossHHOE TOJIOKUTETIBHOE
JIaBIIeHHUE B JIbIXaTENbHBIX MyTIX) — Y 133 (60,2%). Cpenusis au-
TEJIBHOCTh KUCIOpoaoTepanun — 4 nHsa. Tepanus cypdakraH-
ToM mposeneHa y 49 (22,2%) nereit, nH}py3uOHHAs Tepanus — y
230 (90,2%), anTubaxrepuanbHas —y 222 (87,06%), hororepa-
must —y 142 (55,7%).

3axmouenue. TTH 4amie umenu yqoOBIETBOPUTEIBHEIE OLCH-
KH TI0 IIKaie ATnirap U CpeIHIoI0 Maccy Tena mpu poxaeHun. Ox-
Hako B nepuone HoBopoxkaeuHoctu y [1H pa3BuBanucek coyeran-
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HbIe (POPMBI IATOJIOTUH, OTPAKAOLINE HE3PEIOCTh, CBOMCTBEHHYIO
nanHomy I'B. B ctpykType 3a6oneBaemoctu I[TH npeobnananu
PP (wame BIT u PJIC), runokcuueckoe nopaxenue [THC Ha dpone
HE3PEJIOCTH TOJIOBHOTO MO3ra, HEOHATAIbHAS JKENTyXa, HH(PEK-
IUOHHBIN mporiecc. OCHOBHBIE TEPANIeBTHYCCKHE MEPOTIPHUSTHS
BKITIOYAITY TIPEUMYILECTBEHHO HEMHBAa3UBHYIO PECIIUPATOPHYIO
MOJIJICPKKY, JIeueHHE MH(DEKIUHU, THITEPOHITUPYOHHEMHUH.

TAXXENOE TEYEHME OCTPOIO
AOECTPYKTUBHOIO NMUENTOHE®PUTA
Y HOBOPOXAEHHOIO C PA3SBUTUEM
BAKTEPUAJIbHOI'O CEMNCUCA

XypuHa A.A.

HayuHble pykoBoguTtenu: npod. A.B. EpemeeBa,
npod. K0.B. XKupkoBa

MepBbin MockoBckuiA rocyaapCTBEHHbIN MEANLIMHCKAIA
yHuBepcuteT nmeHn N.M. CeueHoBa MuH3gpasa Poccumn
(CeueHoBckun YHusepcutet), Mocksa, Poccus

Knouesbie criosa: knuHu4eckul criy4dat, ocmpbill
nuenoHeghpum, duacHocmuka

Axmyanvohocms. OCTpblil THETOHEPPUT 3aHUMACT 0c000€ Me-
CTO B MEIUATPUUCCKON MPAKTHKE, OCOOCHHO y HOBOPOXIEHHBIX
U JIeTell paHHEro BO3pacTa B CBA3U C aHATOMO-(H3HOIOTUIECKH-
MH 0COOEHHOCTSIMH MOUYEBBIBOJIAIICH CUCTEMBI, T.K. TIO3/IHSS Ha-
THOCTHKA U HECBOEBPEMEHHOCTb JICUCHHUSI MOTYT IPUBECTH K pas-
BUTHIO HEOOPAaTUMBIX H3MEHEHHH B TIOUKaX.

Onucanue kaunuuecxozo cayyas. lamuent U., 17 nueit xu3-
HH, OBUI 9KCTPEHHO AOCTABJICH B OTACJICHUE PEaHUMALMH U UH-
TEHCHBHOM TepaIuy ¢ xajo0amMu Ha JIMXOPaJKy, BSJIOCTh U OTKa3
oT nutaHus. [Ipy NOCTYIUIEHUH COCTOSHUE THKENOE, BHIPaKEH-
HOE YrHETEeHHEe CO3HaHMsA, OJIeTHO-PO30BbIH C 3eMJIMCTHIM OTTEH-
KOM LIBET KOXKH, peiekChl HU3KUE, TOHYC MBIIIIL cla0bIi, akpo-
LIMaHO3, CUMIITOM «0eJioro msTHa» 5 ¢. B o0mmem aHanu3e KpoBH:
JeHKonTO3, MTuMdonenus. B o0iiem aHanu3e MO4H: JICHKOIUTY -
pus, remarypus. Taxoke oTMe4anuch TunepKaIueMus, HOBBIIEHHE
ypoBHel C-peakTHBHOTO 0eKa, MPOKAIBIIUTOHNHA, KPeaTHHUHA.
[Tpu Y31 moueBoii cucteMbl 0OHApYKEHO YBEINYEHHE Pa3MepOB
MIPABOH IMOYKH C BBIPQKEHHBIMH JH((HY3HO-04aroBEIMH H3MEHe-
HUSIMH, ()OPMHUPOBAHUEM OYaroB alloCTEMAaTo3a, yIBOSHHE JIEBOH
MIOYKHU ¢ JUIaTalyel MOJOCTHBIX CHCTEM, KAIUKOUEIOIKTa3 s
CJIeBa, PacIIUPEHUE MOUETOUHIKA HA BCEM NMPOTshKEHUH ciiesa. C
y4€TOM KITMHUYECKOW KapTHHBI ObLIO MOKa3aHO NPOBEJICHUE PEBH-
3MU [IPaBOH NMOYKH TPAHCIIOMOAIBHBIM JOCTYTIOM B CBSI3H C Hapy-
HIEHHEM OTTOKa MOYH HUCcTOCTOMUH. [lanmenTy Oblia mpoBeaeHa
CaHaIMs THOMHBIX 0YaroB KarCyibl ¥ MApEeHXUMBI IPABOI OUKH,
Ha3Ha4YEeHbl KOMOMHUPOBAaHHAS AHTUOMOTHKOTEPAIHSI, HHPY3UOH-
Has Tepanus 1 IMMYyHHas nogzepxka. Ha ¢pone npoBeaénHol Te-
parnuu sIBIeHHS TIOYeYHON HEe0CTATOYHOCTH OBUTH KYIIPOBaHBI,
YPOBHH BOCHAJIHUTEIbHBIX MaPKEPOB YMEHBINWINCH. bbuto mpu-
HATO pPEUIeHUe BO3IEP)KaThCsl OT HePIKTOMHUM CIIpaBa, coxpa-
HHUTB APEHUPOBAHKE MMOYKU U MTPOLODKUTH AHTHOHOTHKOTEPAITHIO
C KOHTPOJIEM aHaJIN3a MOYH U YABTPA3BYKOBOTO HCCIIEI0BAHMUS.

3axnouenue. Ha 0CHOBaHUM ONMCAHHOTO KIMHUYECKOTO CIIy-
Yasi MOXHO CHEJIaTh BBIBOJ O TOM, YTO, HECMOTPsI Ha TSXKENOE CO-
CTOSIHME MAIMeHTa U HaJIMYHe MHOXKECTBA OCJIOKHEHUH, ITPU aj1eK-
BaTHO HAYaTOW Teparuy BO3MOXKHO JOCTIDKEHUE ITOJIOKUTETLHON
JTMHAMHKHU C COXpAaHEHHEM OpraHa M BEI3JOPOBICHUEM.

CTOMATOJIOMMYECKUA CTATYC NOAPOCTKOB
C BPOXXOEHHbIMU PACLLENUHAMM IYBEbI

U HEBA NEPE[ OMEPALMEN KOCTHOMN
MNACTUKU

3a6noukasn M.B., 3aboneBa E.B., 3a6noukas H.B.
Hayu4HbIn pykoBoguTenb: npod. B.A. PymsHueB

TBepcKou rocyaapCTBEHHbIN MEQULIMHCKUI YHUBEPCUTET
Mwun3sgpasa Poccun, Teepb, Poccus

Knroyesnie criosa: demu, 8pox0EHHbIe pacujenuHel 2ybbl u
Héba, OuacHoCMuUKa, fedyeHue

Axmyanvrocms. DPPEKTUBHOCT TOATOTOBKH NOAPOCTKOB
C BPOXKAGHHBIMHU paclIeIMHaMU ryObl U HEOA K KOCTHOM TIacTH-
Ke elé HeIOCTaTOYHa, YTO MPUBOAUT K OCIOKHEHUSM U 3aMel-
JICHHUIO Tiporecca peadbunurarmu. Heo6xoaumo 000CHOBaHHE HO-
BBIX METOOB MHIMBHAYaIbHOW NMPOGUIAKTUKU C BEIOOPOM OII-
TUMAJIBHBIX JUIA KaXXJI0I'0 KOHKPETHOT'O ClIydasi KOMITJICKCAa TaKuX
MEPOINPHUATHI.

Lens: onpeneneHue TATHEHNYECKOTO COCTOSTHUS TIONOCTH PTa,
TKaHel MapoJOHTa U HAJMYHs OBBIIICHHOW YyBCTBUTEIBHOCTH
3y00B Y IOIPOCTKOB C BPOXKAEHHBIMH PaCIIeIMHAMK I'yOBI U HE-
0a, TOTOBSAIIMXCS K ONEPaLH KOCTHOHN IIACTHKH.

Mamepuanvt u memoowvt. O6cnenoBaHoO 44 MOAPOCTKA B BO3-
pacte 8—18 net (26 roHoLIEH 1 18 neByIeK), pacpeneIEHHbIX Ha
2 IpyNIbL: OCHOBHYIO M CpPaBHEHHUS. B OCHOBHYIO IpyIIITy BOLLIH
MIOAPOCTKH ¢ BPOXKAEHHBIMHU pacuieTMHaMU TYObl U HEOaA, paHee
MIepeHECIINE XEII0- M YPaHOIUIACTUKY M HYXKIAIOLIHECS B KOCT-
HOM m1acTuke HEGa. [ pymity cpaBHEHHUS COCTABHIIN TaKHe JKe MOJ-
pocTKH, HO O6e3 BpoxkIEHHBIX edekToB. Bee moapocTku Oblm 00-
CIICTIOBAHbI JUISl HHACKCHOH OLICHKU TUTHEHHYECKOTO COCTOSHUS
MOJIOCTU PTa, TKAHEH MapOJOHTA W HAMYKS MOBBIILICHHON YyB-
CTBHUTEIHHOCTH 3y0OB.

Pezynomamul. Y OAPOCTKOB, NMEIONINX BPOXKIEHHBIE Jie-
(eKTBI, THTHEHIMYECKOE COCTOSHHE MOJIOCTH PTa 0Ka3anoch CyIlie-
cTBeHHO xyamuM. [To mokazarento 3yOHOTO HalETa pa3iindyue co-
CTaBWJIO B cpefHeM 1,6 pa3a. 3HaYeHHE HHEKCA, XapaKTePU3YIO-
IIETO BOCHAJINTENFHYIO PEaKIUI0 AECHBI, Y HUX e OBLIO B
3,1 paza GoNBIIMM, YeM Y 3JOPOBBIX JeTel. Y MOAPOCTKOB OC-
HOBHOM TPYNIIBI OBUTH BBISABJICHBI 00Jiee BBICOKAsi pacipocTpa-
HEHHOCTH M MHTEHCHBHOCTH THIIEPECTE3MH ICHTHHA 3y0O0B: Cpel-
Hee 3HaYCHUE MH/ICKCA PAacIIPOCTPAaHEHHOCTH TUIIEPECTE3HU OKa-
3aJ0Ch B 2,6 paza O0JIbLIMM, YEM y JI€Tell IPyNIbl CPAaBHEHHUS, a
AHAJIOTUYHBIA TT0Ka3aTe’lb MHTCHCUBHOCTH THUIIEPECTEe3HH 3y00B
ObUT B 2,6 paza 06abIuM. Bee pasnuuus MexIy rpymnmnamu Obl-
JIM 3HAYUMBIMH.

3axmoyenue. IIpoBenéHHOE KOHTPOIHPYEMOE HCCIIEIOBAHUE
TI0Ka3aJ10, YTO y MOJPOCTKOB C BPOXKAEHHBIMH IeheKTaMU BepXHEH
YEeJIOCTH Nepe oneparieil KOCTHOM IIACTHKK UMEIOTCs Heba-
TONPHSATHBIC YCIIOBUS, BIUSIONIHNE HA 9PPEKTUBHOCTH OMEPATUB-
HOTO JICUCHUSI: HEYAOBIETBOPHUTEIEHOE THTHEHNIECKOE COCTOSTHUE
MOJIOCTH PTa C peodiajanneM 3yOHOTO HAJIETa Ha TIOBEPXHOCTSIX
BEPXHHX 3y0OB, HATMYUE BHIPAXKEHHON BOCHIAJIMTEIBHOM Peakun
TKaHeH Mapo/IoHTa, a TAKXKE MOBBIICHHbIC PACTIPOCTPaHEHHOCTD
Y HHTCHCHBHOCTB I'MIIepecTe3nt 3y0oB. Beé 3To ykasbiBaeT Ha He-
00XOIMMOCTb MPOBECHUSI CIICIHANBHOM MOITOTOBKH TaKHUX IO/
POCTKOB K OIIEpaTHBHOMY JICUCHUIO M AMHAMUYECKOTO HAOIIOIe-
HUSI 32 HAIMH B TIOCIIEOTIEPAIIHOHHOM IIEPHOLIE.
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FPAHYJIIEMATO3 BEFEHEPA Y NOAPOCTKA

3apeuHbin MN.6.

HayuHble pykoBogutenu: npod. J1.B. YnbsiHoBa,
[okKTop MeA. Hayk B.C. llegHeBa

BopoHexckuin rocyaapCTBEHHbIV MEAULIMHCKUIA YHUBEPCUTET
umenun H.H. Bypaerko Munsgpasa Poccun, BopoHex, Poccus

Knrouesnie criosa: knuHu4eckull criy4al, epaHynemamos
BeeeHepa, OuacHocmuka

I'panynemaro3 Berenepa (rpanynéMaTos ¢ MOJMAHTUUTOM;
I'B) — penxoe ayroumMMyHHOE 3a0oiieBaHie, 0cOOeHHO y aereii (1
city4aii Ha | MJIH 4eNlOBeK), OTHOCHUTCS K BaCKYJIHTaM C TIOpasKeHH-
€M COCY/IOB IPEUMYLIIECTBEHHO MEJKUX U CPEIHHUX COCYIOB (IIOJIHU-
AHTHUT) B GOPMHUPOBAHHEM T'PaHYIIEM, CKIIOHHBIX K IECTPYKIUH.

Onucanue xaunuyeckoeo caydas. JleBouka, 16 met, rocmu-
tanu3upoBaHa 12.10.2023 B 00acTHYO JETCKYIO KIMHUYECKYHO
OoJIbHUILY C Kano0aMu Ha oOIIyr caboCTh, Kalieilb, HACMODK,
temmneparypy 38,9°C, 3anoxxeHHOCT Hoca. CUMIITOMBI HA4allUCh
2 Hen Hazan. [lpu obcnenoBanuy Ha aMOyIaTOPHOM 3Tarie B 001IeM
aHanu3e KpoBu: Jeikoruto3 18,9 x 101 (ueitrpodunst 68,3%),
remoriobun 117 r/m, spurporursr — 4,47 x 10'%/1, Tpombonu-
103 — 551 X 10°/11, CKOPOCTH OCEAAHMS IPUTPOIIUTOB — S0 MM/H.
AKTUBHOCTb anaHuHaMHuHOTpaHcdepassl (AJIT) — 62,7 EJ/1, ac-
napraramuHoTpancdepassl (ACT) — 40,8 EJI/n, yposens C-pe-
aktuBHoro Oenka (CPB) — 80,4 mr/n. [Ipu peHtreHorpaduu Bbl-
SIBJICHBI IPA3HAKH JIEBOCTOPOHHETO BEPXHEYETFOCTHOTO PHHOCH-
HycuTa. B 000X JErKUX ONpeensoTcs IOTHBIE OKPYTIIbIe TSHH:
1-3 cM B 1nameTpe — mojo3peHre Ha Metactasbl. [lpu mocrymie-
HUHU COCTOSIHUE CpefHel TskecTH. JlpIxanue xécTkoe, ocaabieH-
HOE C 2 CTOpPOH. XpHIIBI CyXHe, paccesHHble. B kpoBu HapacTaHue
aktuBHoctd AJIT/ACT no 113/104 EJi/n, ypoBas CPb — no 123
mr/n. IuddepeHnnanbaas AMarHOCTHKA: METacTa3bl, CHCTEMHBIH
MHKO3, THCTOIIIa3M03, TyOepKyI€3, peclupaTOpHbIH MUKOTIIa3-
MO03, IMMyHOAeGUIUT. IIpy KOMIIBIOTEpHON TOMOTpadiK OPraHoB
TPYAHOMN KJIETKH B JIETKUX ONPEIEISAIOTC MHOXKECTBEHHbIE OKPY-
IJIble HHPUIBTPATHI, ITOJIOCTH paciiajia OKPYIJIOH U CEPIIOBUIHOMN
¢dopm. Y 00pHOI ipoomkanack hedpuiibHas TMXopaaka Ha (o-
HE YKapONOHMKAIOLINX CPEICTB, IMIHPUIECKON aHTHOAKTEPHAITb-
HOU Teparnuu, B KpoBH — spuTporutsl 105 X 10'%/71, HapacTanue
conepxkanust CPb no 216,2 mr/n, nakrara — 3,94 mMons/1, dep-
putHHa — 534,6 MI/11, 4TO CBUIETENBCTBOBAIO 00 YCHUIICHUH CH-
CTEMHOI BOCHAIUTENbHON peakuun. Yepes 5 1Hel pUHOCUHYCHT
OCJIOKHUJICS. HOCOBBIM KPOBOTEUEHHEM, YTO B COBOKYITHOCTH KJIU-
HUYECKOW KapTHHBI HATOJIKHYIIO Ha auarHo3: ['B, koTopsrit mox-
TBEpAMIICS JTabopaTopHO: aHTuTeNa K npotenHase 3 cANCA 68,8
(mopma < 20). ITocnie Ha3HAUEHUS] UMMYHOCYTIPECCHUBHOM TepaIruu
OTMECYaJIaCh MOJIOKHUTECIIbHAA TUHAMUKA, TEM HE MCHCC BO3HUKIIO
xapaktepHoe ais1 I'B ocnoxHenue — nepdopariyst HocoBoii re-
PEroposKHY U MpoceiaHe XPSIIEeBOro KapKaca Hoca.

Baxniouenue. Inarnocruka I'B, kpaiine penkoi, ophaHHO#
[IaTOJIOTHH Ha paHHUX dTalax 3aTpyIHEeHa n3-3a HecrenupuIHo-
CTH MaHU(DECTUPYIOLUIUX CUMITOMOB. B mpuBenéHHOM KIIMHUYE-
CKOM Clly4ae KJIIOYOM K JAMarHo3y MOCIyKUJ CTOMKUI PUHOCH-
HYCHT, YCTOIYMBBIN K aHTHOAKTEPHATBHOI TepaIuy, U3bsIBICHHES
CIIM3UCTOI 000JIOYKH HOCA ¥ KPOBOTEUEHHUE, XapaKTep OPaKEHHS
JETKHUX U yBEIWYEHHE COAEPKaHHUS aHTHTEN K CEPHHOBOM MPOTe-
nHaze 3 cANCA.

OCOBEHHOCTU OUATHOCTUKU U NEHEHUA
MMMYHHOU N HEUMMYHHOW BOOAHKU MITOAA
Y NO3AHEIO HEQOHOLLUEHHOIO PEBEHKA

3ustokuHa K.C., NMpaBocnaBHasa O.B.
Hay4Hbin pykoBoguTtens: goueHT E.A. CapkucsH

Poccuicknin HaumoHanbHbIA UccreaoBaTenbCKUin
MeauUMHCKUA yHuBepcenTteT nmenn H.W. MNMuporosa
MwH3gpasa Poccuun, Mockea, Poccus

Kntoyesble criosa: knuHudeckuli criydad, 0emu, 800siHKa
rnnoda, OuazHocMuKa

Axmyanvnocme. BonsHka minona — ¢opMa aTtojaoruy, Xa-
paKTepu3yIOIIascs CKOIUIEHHEM TpaHCccyaTa B IByX U Oojee 1o-
nmocTsx Tena. Berpedaercst y 1 u3 3000 HOBOPOXKIEHHBIX, UMEET
BBICOKHUI poLieHT cMepTHOCTH (90%). [Iyist ompeneneHus TakTH-
K{ BEICHUSI OEPEMEHHOCTH, a TaKXKe CBOCBPEMEHHOIO MIOCTHA-
TaJbHOTO JIe4eHHs, 0e3 KOTOPOro HEBO3MOXKEH O1aronpusTHBIH
UCXOJ1, KpaliHe Ba)kKHA paHHss AUAarHOCTUKA IJaHHOI [1aTOJIOTHH.

Onucanue knunudeckoeo cayyas. Mansauk ., oT coMarmye-
CKH 3710pOBO# Marepu 29 JIeT, IMEIoIIel TIepBYI0, Pe3yCc-OTPHIIa-
TeNbHYIO Tpynmy kpoBu. OT 4-ii 6epemMeHHOCTH, 3-X poaoB (1-¢
POIIBI CBOEBPEMEHHBIE, PEOEHOK pe3yC-II0JIOKUTENbHBIH, 30POB;
2-e — caMONpPOU3BOJIbHBIN BBIKU/BIII; 3-U —POJIbI CBOEBPEMEH-
HbIE, PeOEHOK pe3yc-0TpULaTeNbHBIN, 300poB). 113 aHaMHe3a U3-
BECTHO, YTO aHTUPE3YCHBIH HMMYHOIIIOOYINH He BBOAWICS. Ha
36-ii Henene recTanyy ObUT BBISIBIIEH THTDP aHTUPE3YCHBIX aHTH-
ten — 1 : 128. TIpu Y31 oOHapyKeHbI THIPOTOPAKC, TeraToMe-
rajus, JucTpece miofa. [IpuHsTO pemenue 06 3KCTPEHHOM Po-
nopaspemennu. [Ipu poxnenun mMacca tena 3990 r, anuHa tena
51 cm. ITo paunaeiM mkansl INTERGROWTH-21 Bce noxkasare-
1 BeIcokue (Gonee 97-ro nepuentuis). Ilocne poxxaeHus omnpe-
JieTieHa TpyIna KpoBU peO&HKa— nepBasi, pe3yc-MOoN0KHUTENbHASL.
Ornenka mo mkane Anrap 1/2/3 6amio. CoctosHUE IPH POXKIe-
HUM — KpaifHe Tspkénoe, 00ycIIoBIeHHOE ac(DUKCHEH, TeUeHUEM
TeMOJIUTHYECKOH Ooe3HU (KOHGIUKT 10 pe3yc-hakTopy ), nHpex-
IIMOHHBIM ToKcHK030M. [Ipu ocMoTpe obpamany Ha ce0st BHUMa-
HHE HKTEPUIHOCTH KOYKHOTO IIOKPOBA, aHACapKa, BEIPAKECHHAS T'e-
naroMeranus. B poquibHOM 3ajie IpoBeICHBI TTOIHBIH 00bEM pea-
HUMALMOHHBIX MEPOIPHATHHI U OTIEpaIHsl YACTHIHOTO 3aMEHHOTO
nepenuBaHus KpoBu. [laee OblIa BBIABIECHA aHEMHUS, HOBBIILICHNE
aKTUBHOCTH TpPaHCAMHHA3, NpsMas runepOounupyounemus. 1o
JIaHHBIM MHCTPYMEHTAIBHOTO 00CIIEI0BaHUS: THAPOTIEpUKAPI,
CKOIUICHHE JKUAKOCTU B OPIOIIHOMN ITOJIOCTH, YBETIMYCHUE NTEUEHH
U cene3éHKH. PeHTreHorpaguieckue mpu3Haky THEBMOHHH. Y UH-
TBIBasI TXKECTh COCTOSIHHS, BO3HUKIIO TOIO3PEHUE O COUCTAHUH
MMMYHHOW U HEMMMYHHOU BOZASIHKH Tuiona. Pe6&Hok obcieno-
BaH Ha TORCH-undexuuu. Oonapyxena JHK Cytomegalovirus
B kpoBu. TakuM 00pa3oM, IOATBEPHkIECHA HEUMMYHHAs 3TUOJO-
rus 3a0oneBaHus. [IpoBeIeHBI IPOTHBOBHPYCHASI, aHTHOAKTEPH-
anpHasl, IMypeTHYEeCKas, aHTUTEMOpparndeckas Tepars, pecim-
paropHas noanepxka. CocrosHue peOEHKa CTaOUITU3UPOBAHO.

3axniouenue. YUUTHIBasi BRICOKYIO CMEPTHOCTH OT BOJISH-
KU U103, HEOOXOAUMBI €€ BHYTPHYTPOOHAs IMarHOCTUKA U Jie-
YeHHe, B TOM YHCIIC BHISIBICHUEC BO3MOXKHBIX HEUMMYHHBIX MPH-
YHMH 3TOW (OPMBI MATOJIOTUH, YTO MOBBINIAET IIAHC HA COXpaHe-
HUE )KU3HH HOBOPOXKIEHHBIX.
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AOWATHOCTUKA N NEYEHUE ACCOLIMALIUN
MOPOKOB Y OOHOIO PEBEHKA

3a6noBa U.10., Xoxnosa A.ll.
HayuHbin pykoBoauTtens: poueHT E.A. CapkucsaH

Poccuncknin HaumoHanbHbIA UccreaoBaTenbCKui
MeauLMHCKn yHusepeuteT nmenn H.W. Muporosa
Mwun3zgpasa Poccumn, Mockea, Poccus

Kniouesnbie criosa: knuHu4eckul criydat, 0emu, 8pOX0EHHbIE
ropoKuU pasgumusi, duazHocmuka

Axmyanenocms. Acconuanuss VACTERL onpenensercs Ha-
JIMYMEM MHOXKECTBEHHBIX BPOXKIEHHBIX TOPOKOB pa3utus (BIIP)
y omHOro pebéHka: nedeKTsl MO3BOHOYHHKA, aHAIBHOW aTpe3HH,
nopokoB cepaua (BIIC), TpaxeonuIieBogHOTO CBUINA, aTPE3UH
MUILEBO/A, AaHOMAJIMH MOYeK ¥ KOHEYHOCTel. Jlnarnos craBuTcs
METOZIOM HCKIIIOUEHUS IPYTUX CUHIPOMANIBHBIX ()OPM MaTOIOTHU.
Yacrora BcTpeyaemoctu BapsupyeT oT 1 : 10 000 go 1 : 40 000
JKABOPOXKIEHHBIX JETEH.

Kaunuyeckuii cnyuati. Mansauk ot 2-# 6epeMeHHOCTH, 2-X
MPEXIEBPEMEHHBIX OMEPAaTUBHBIX POAOB Ha 35-i1 Hemene recra-
iy, bepeMeHHOCTB npoTekana ¢ TAXKEIBIM TOKCUKO30M, aHEMHEH.
[Ipu ynsrpasBykoBoM ckpuHuHre Ha 30-i Helene recraluy Bbl-
SIBJICHBI JIEKCTPAIIO3UIIMS a0PThI M aTpe3usl ABEHaJIIaTUIIEPCTHOM
kumky. Macca tena npu poxnaenun 1840 r, mmHa tena 49 cw,
oleHKa 1o mkaie Anrap 7/8 6amnoB. CocrosiHue peOEHKa moce
poxaenus Tsokénoe 3a cuét MHOKecTBeHHBIX BIIP: arpe3un mume-
BOJIa C TPAaXEOMHILEBOIHBIM CBHILIOM, aTPE3UH JBEHAALIATUIIEPCT-
Ho#i kumky, BIIC, anomanuu pa3surtus tena Th IX, pynumenrap-
HOTrO Iajblia IpaBoi KUCTU. B CBA3M ¢ 9TUM MaJlBYUK NEepeBeIEH
B OT/ICJICHUE pEaHUMAalli U UHTEHCUBHOM Tepanuu. B 1-e cyTku
KHU3HH TPOBOIMIINCH Pa300IleHHe TPAaXEOMHUILEBOIHOTO CBHIIA,
HaJIO)KEHHE TyOJeHO-Ty0AeHOAaHACTOMO3a, TaCTPOCTOMUSL. Pe6E-
HOK IOJIy4aJl pECIUPATOPHYIO MOAAEPHKKY, HAXOUJIICS Ha MapeH-
TepaJbHOM [TUTaHUH C TIOCTENIEHHBIM MEPEXOIOM Ha SHTEPAIbHOE
IUTaHUE CMEChIO uepe3 racTpocToMy. B Bospacre 1,5 mec nepe-
Be/IE€H Ha BTOPOIi 3Tan BeixakuaHus. COCTOSHHUE OCTaBajIoOCh TS-
*E1pIM. B Bo3pacTe 2 Mec BBIIOIHEHO HaJIOKEHUE 30()aro-230-
(aroanacromo3a. B mocieonepaninoHHOM MepHoJie TOMydal pe-
CIMPATOPHYIO ¥ KapAUOTOHUUYECKYIO NOIAEPKKY, TapeHTepaIbHOE
nuranue. Crycts 9 cyT — MOCTENeHHOE BBEICHUE SHTEPAILHOTO
IIUTaHUS Yepe3 racTpoCTOMY, CITyCTs ele 7 cyT — uepe3 poT. Bechb
00bEM KOpMIIEHUs ycBauBall, pubasisl B Macce. Crycts 33 nus
CTallMOHAPHOTO JIeueHHsI peOEHOK OBLT BBITUCAH B YIOBIECTBOPH-
TEJIFHOM COCTOSTHAN. MaJburK ObIT KOHCYIBTHPOBAH F€HETHKOM,
cocrosiHue TU(PPEepeHIIMPOBAIOCH C HACICACTBEHHBIME (hOpMaMH
natojorusiMu, anemued @ankonu, cunapomamu u Jxopmxu,
CHARGE u ap. ITo naHHBIM MOJEKYIIIPHO-T€HETHUECKOT0 00cIIe-
JIOBaHHS HE BBISBICHO FTeHETHYECKHX MAapKEPOB HACJIEJCTBEHHbIX
CHHJIPOMAJIbHBIX COCTOSTHUM, B CBSI3H C Y€M, Ha OCHOBAHUH HMe-
romuxcst BIIP, yctanosnena VACTERL-acconnarusi.

3axnwuenue. B npencraBiennom cinydae VACTERL-
acconuanus OblIa YCTaHOBJIEHAa METOJOM HCKIIIOUEHHS CHHIPO-
MaJIbHBIX COCTOSTHUM, MPUBOISAIINX K CXOAHBIM ITOPOKaM pa3BU-
tus. Jleuenne VACTERL-acconnanuu TpeOyet HHAUBHIYaIbHOTO
1 MyJBTUIMCIMIUIMHAPHOTO Mozaxona K kaxaomy BIIP, BeisiBieH-
HOMY Y KOHKPETHOTO OOJBHOTO.

ATUNMNYHAA KMTMHNYECKAA KAPTUHA PAHHEIO
HEOHATAIIbHOI'O CEMNCUCA

Uo6aTynnuHa A.WN.

HayuHble pykoBoautenu: aoueHT WU.E. TypuHa,
JILA. AHukeeBa

MepBbIi MOCKOBCKMIA rOCYAapCTBEHHBIN MEANLIMHCKUIA
yHusepcuteT umenn .M. CeueHosa MuHsgpasa Poccumn
(CeuveHoBckun YuuepcuteT), Mocksa, Poccus

Knrouesnie criosa: knuHu4eckul criyqal, demu,
HeoHamarsbHbIl cercuc, duazHoOCMuKa

AxmyanvHocmy. Pannnii Heonaranwshslii cencuc (PHC) — on-
Ha U3 OCHOBHBIX IIPHYUH HEOHATAIbHOW 1 MJIaZICHYECKON CMepT-
Hoctu. Jluaupyroriee nonoxkerue cpeau Bozoyaurencii PHC 3a-
Humart Escherichia coli u ctpenTokokku rpymnmsl B. Cummro-
MBI CEICHCa MHOTOOOPa3Hbl U HeCHEeNU(UIHBI, TOTOMY 00
KJIMHUYECKUIl CUMIITOM y HOBOPOXIEHHOTO peO&HKa rPyIIbl PU-
CKa 110 MH(GUIKPOBAHUIO TPeOyeT HEMEIUIEHHON KIIMHUKO-1a00-
paTOPHOM UHTEPIIPETALNH.

Onucanue xaunudeckoeo cayyas. Mansauk poxwiics ot 1-i
O6epemenHocTH, B | TpuMecTpe OBUIO 000CTPEHHE XPOHHUYECKO-
TO MueNoHepHuTa y MaTepH, poasl CPOUHBIE, CAMOCTOSATEIbHBIE.
ITpu poxnenun macca tena 3170 1, uinHa tena 51 cM. OueHka 1o
mkane Anrap 8/9. B Bo3pacTe HEMONHBIX 2 CYyTOK PeOEHOK ObLI
rnepeBeéH B peaHUMAalMIO C IPU3HAKAMHU JbIXaTelIbHON Hemo-
cratogyHoctd. OKa3aHa pecnupaTopHas IOIEPXKKa, BEIIIOTHEHA
peHTrenorpadus OpraHoB TPyAHOH KIETKH U BBICTABIICH THArHO3
«BpOXIEHHAS THEBMOHMS HEYTOUHEHHON STHONOTHNY», HayaTa aH-
THOaKTepuanbHas Tepanus. V3 KIMHUYeCKuX CUMITOMOB o0pala-
FOT BHUMaHHE TUIIOTOHUS, TUHIopeduiekcusi, ObICTpOe UCTOLICHUE
pediexcoB, pa3npaxxEHHBIN U1a4, yMepeHHas runepecresus. Ha
2-e CYTKH KH3HU peOEHKa y MaTepH BBISBICHO 000CTpPEHHE ITH-
enonedpura (BoiceB E. coli). Tlpu obciaenoBannu Ha 3-U CyTKH
BBISIBJICHBI: JICHKOIIMTO3 /10 21 THIC/MKJI, HEUTPOPUIBHBII CIBUT
JI0 MHEJIOLIUTOB, TPOMOOIMTONIEHHS 10 73 ThIC./MKJI, OBBILICHUE
cozepxanust C-peakTuBHOTO Oernka 10 181 Mr/i, mpoKanbIUTOHU-
Ha 10 24,88 Hr/mi, HHTEepIIeHKUHA-6 10 73 mr/Mi, 4To moTpebo-
BaJIO BepH(UKAIMU AMATHO3A U MOUCKA OAKTEPHAIBLHOTO Odara.
BeinonHeHa qroM0OanbHas MyHKIUS: 1uTo3 24832/3, HerTpoduib
24064/3, numdonutsl 768, B mocese JIMKBopa BbiceB E. coli. BbI-
CTaBJICH AMArHO3: PAaHHUI HEOHATAIbHbIN CENCUC, OaKTepUaIbHbIH
rHoMHbIN MeHUHrHT (E. coli) cpenneTsbkénas dopma, BPOXKAEH-
Hasl THEBMOHUS, CpelHeTsDKENoe TeueHue. Jleuenne: koMOUHUPO-
BaHHAs aHTHOAKTepHabHas Tepanus (MeporeHeM, BAHKOMHUIINH,
(dbocdomunuH), Ha HoHE Yero ObUIA JOCTUTHYTA MOJIOKUTEIbHAS
KJIMHHUKO-JIa0opaTopHas TMHaMuKa. PeOEHOK ObLT BBIITUCAH JIOMOA
B Bo3pacTte 28 nHel )KU3HU B YIOBIETBOPUTEIHLHOM COCTOSIHUH.

3akmouenue. XapakTepHoil 0COOCHHOCTBIO JAHHOTO KJIMHU-
YECKOTO Cllyyasi SBJISETCS paHHEe Hadallo MpOsBICHUNA O0e3HU
(cencuc, OakTepuanbHBI MEHHHTUT) Ha ()OHE YIOBJIECTBOPHTEIb-
HOTO COCTOSIHUS peOEHKA C OLIEHKOM 110 mIKasie Anrap 8/9, umero-
IIETro BBICOKHIT (hakTop prcka (o00cTpeHue miuenonedpura y Ma-
MBI). DTO CBUETENBCTBYET O HEOOXOAUMOCTH OTHOCHUTHCS C BbI-
COKOH HACTOPO)KEHHOCTHIO K HOBOPOXKAEHHBIM C MUHUMAIIbHBIMU
KIIMHAYECKUMH MPOSIBICHASIMHU ¥ CTPEMHUTBCS K paHHEH IT0CTaHOB-
Ke MPaBUIILHOTO AWarHo3a.
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OCTPbI/ TEMATOMEHHbIU 3I'IVIMETA<PVI3APHbII7I
OCTEOMMWENUT, CONMPOBOXOAIOLWMNNCS
APTPUTOM Y HOBOPOXXOEHHOIO PEBEHKA

Ubparnmosa J1.B., lOHycoBa WU.T.

Hay4HbI pykoBoguTenb: KaHA. MeA. HaykK
J1.®. BaxutoBa

KasaHckuin rocygapCTBEHHbIM MEOULIMHCKUI YHUBEPCUTET
MuHsgpasa Poccumn, KasaHb, Poccns

Knrouesnie criosa: knuHu4eckull criyqat, demu, ocmpbili
2eMamoz2eHHbIl ocmeomuennum, duagHocmuKa, fe4eHue

Axmyanvnocms. OCTpPBIA T€MaTOT€HHBIH OCTEOMHUEIUT
(OI'O) — uHQEeKMOHHOE THOWHO-BOCHIAIUTEIbHOE 3a00sIeBa-
HIHE, XapaKTepU3yIolleecs NOpakeHUeEM KOCTHOTO MO3Ta C BOBIIE-
YEHUEM JIpyTHX aHATOMUYECKUX CTPYKTYp KOCTH. Y HOBOPOXKIEH-
HEIX JeTell 3a0oeBanne BeTpedaercs ¢ gactoron 0,4%.

Onucanue kaunuueckoeo caydas. bonpaas K. poxnena ot
3-ii GepeMEHHOCTH, 3-X CPOUYHBIX POOB. bepeMeHHOCTh mpoTe-
Kasla Ha ()OHE KOPPEKLUH MCTMUKO-LIIEPBUKAIBHON HEAOCTATOU-
HoOCTH, BO Il TpuMecTpe OBl ITOCTaBIIeH aKyIIepCKUil meccapuil.
IIpu poxxnennu macca tena 3140 r, mnHa tena 51 cm. Ipu nep-
BHYHOM OCMOTpPE B POAZIOME 0OOparano Ha ce0si BHUMaHUE CHU-
JKEHHE MBIIIEYHOTO TOHyca B MpaBoi pyke. Ha 4-i neHp Xu3HH
OTMEUAJIOCh YXYIIEHUE COCTOSIHUS, COIPOBOXKIAIOLIEECS aCUM-
METPUEHN MBILIEYHOTO TOHYCa B IPAaBOM pyKe, OrpaHUYECHHE aK-
TUBHBIX JIBH)KEHHH B IIJICYEBOM CycTaBe, OTEK B 00JIaCTH TuIeye-
BOTO U JIOKTEBOI'O CyCTaBOB.

Ha 6-i1 neHp )XxHM3HK 1€BOYKA IIEpPEBECHA B OT/JENICHHE Ma-
TOJIOTUM HOBOPOXAEHHBIX, IJIC PH OCMOTpe peOEHKa oTMeue-
HO CHIJKEHME ABUraTeIbHON aKTUBHOCTH B MPABOW pyKe, UMe-
Jack OOJE3HEHHOCTH NPU ABMKEHMSX, OTEK coxpaHsercs. JleBas
pyka 6e3 ocobeHHOCTeH. B KiIIMHHYeCKOM aHaIu3€e KpOBU Ha MO-
MEHT ITOCTYIUICHHUS BOCHAIUTENIbHBIX U3MEHEHUI He Habmona-
nock. BenenctBue Hanuuust J0KaIbHOW CUMITOMATHKY ObLIa Ha-
3Ha4YeHa PEeHTIeHOrpaMMa MPaBoi BepXHel KOHEYHOCTH B TIPSIMOU
MPOEKIMHK, HAa KOTOPOI BU3yaIM3UPOBAINUCH HEKOTOPAsk HEOAHO-
POOHOCTH KOCTHOM CTPYKTYPBHI B JIATCPAJIbHBIX OTACIaX AUCTaJIb-
HOTO 3nuMeTradu3a MpaBoi MIeUeBONH KOCTU. XUPYPT BBHICTABHI
JUarHo3 «ApTPUT IpaBO IICUEBOM KOCTH AMUMeETa(GU3apHBII».
Ipu xoHTpONBHOW peHTreHorpaduu uepe3 14 mHel oTMedanuch
nedopMalus TUCTaIbHOTO dUMeTadu3a MpaBod IIICYeBON KO-
CTH, HEOTHOPOAHOCTb KOCTHOM CTPYKTYpPbI, KOHTYPBI Ha JaHHOM
YpOBHE 4ETKHE, HEPOBHbIE, 110 KOHTYpaM CPEAHEN TPEeTH U HUXK-
HEW TPeTU IPaBoH IIEYEBON KOCTHU ONPENEIsUIaCh JIMHEHHAs TIe-
pHOCTaJIbHAs peaKIys.

Ha ¢oHe nmpoBomuMoii aHTHOAKTEpHaIbHON TePAIK aMITH-
OWUIMH CYJIb0aKTaMOM OTMedaliach MOJOKHUTENbHAS JHHAMUKA:
3HAUYNTEJIbHOE YMEHbIIEHUE OTEKA MIPaBOM PYKHU, NOABUWINCH aK-
TUBHBIE JBIKCHHUS B CyCTaBaX, HO COXPAaHsIIaCh OOJIE3HEHHOCTh
NpY KpalHUX OTBEICHHUSIX.

3akntouenue. B HeoHaTaIbHOM HEPHOJE HEOOXOAUMO 00Opa-
math 0co00e BHUMAaHUE Ha MPU3HAKU BOCIAJICHUS CyCcTaBa, T.K.
B 90% ciy4aeB 3a0oneBaHNe HAYMHAETCS C apTpUTa. PeHtre-
HOJIOTMYECKHUE MPU3HAKM OCTEOMUENINTA BBIABIIAIOTCS HE paHee
10—14 nueit ot Havyana 3a0oseBanus. biaronapsi cBOeBpeMeHHOI
JTUArHOCTUKE W JICYCHUIO MO)XHO MUHHMHU3HUPOBATh BO3MOXHBIE
OCJIOKHEHHSI B BUJIE YKOPOUEHUS TOPAKEHHOM KOCTH.

TAPFETHAS! TEPANUSA BPOHXUANBHON ACTMbI
Y OETEN

UnbuHa T.A., Manbix-BaxTtnHa M.I.
Hay4Hbin pykoBoguTtens: npod. 1. CmupHoBa

MepBbit MOCKOBCKMIA rOCYAapPCTBEHHbIN MEAULIMHCKUIA
yHusepcuteT nmeHn N.M. Cevenosa MuHsgpasa Poccum
(CeyeHoBckui yHuBepcuTeT), Mockea, Poccus

Kntoyesnle crioga: 063op, demu, 6poHxuarnbHass acmma,
mapaemHasi mepanusi

Axmyanvnocmo. Tsxénas 6ponxuansHas actma (BA) — ato
acTtMma, kotopas TpeOyer Tepamuu ctynenu 4—5 Global Initiative
for Asthma (ro0anbHasi cTparerys JIeUeHHsT aCTMBI) U KOTOpast
ocTaéTcsl HEKOHTPOJIUPYEMOM, HECMOTPsI Ha NPUBEPKEHHOCTh
JICUEHUIO, UM yXYALIAeTCsl, €CIM CHHXKaTh 03Bl INIIOKOKOPTHU-
kocteponioB. [To TekymuMm oLeHKaMm, pacpoCTPaHEHHOCTD Tsi-
kénoit BA cpenu nereii nocrturaer 5%. Bonbiuas dacte manu-
eHTOB ¢ TsDKénoil BA orHocutesa k Th2-3ugotuny BA u umeer
903MHO(UIIBHOE BOCTIAJICHUE B CITM3HCTON HIDKHUX JIBIXaTeIbHBIX
nyTeil, B JOpMUPOBAHUH KOTOPOTO y4acTBYIOT Th2-TUMQOIHTEI
1 BPOXKAEHHBIE IUM(OUIHBIE KIETKU 2-TO TUIA, [eHEPUPYIOLIHEe
utokuHbl Th2-npoduist: uHTepnekni-4, UHTEpICHKUH-5, UH-
Tepieiikun-13. Ha cerogHsimHuil 1eHb CyIECTBYIOT OHOI0ruye-
CKHe€ [IPeNapaThbl, MUIIEHbIO KOTOPBIX SBILIOTCS 3TU COEIUHEHHUS.

L]env: onpenenuTh CIEKTP aKTyaIbHBIX OMONOTMYECKHX ITpe-
MaparoB [Tt TapreTHou Tepanuu bA y nereit.

Mamepuaner u memoowi. JIns 0630pa ObUIM HCIIOIB30BAHbI
6a3bl nannsix: PUHIL, PubMed, Google Scholar. Hamu mpoana-
JIM3UPOBAHBI MMyOIUKAIUY DIyOUHOH 5 €T U KIMHUYECKUE PEKO-
MeHzanuu MuHuCTEepCTBa 31paBooxpanenus PO.

Pezynomamur. TapreTHast Tepanus — OHONOTHYECKas Tepa-
U] MOHOKJIOHAJIbHBIMU aHTHTEIAMU SIBJISCTCS. HOBBIM Halpas-
neHneM B eueHuu Tsokénoit BA y nereit. Kputepuewm mist nauana
9TOM Tepamnuu ABISETCS HAINYNE KIMHUYECKH 3HAYUMOM aToiu
C MOATBEPXKIAEHHOH CBSI3bI0 MEX]Y SKCIIO3ULUEH aluIepreHoB U
pa3BUTHEM CHMNITOMOB/000cTpeHuii BA. Tepamus pexomeHyeT-
cs manyeHTaM crapiie 6 JeT ¢ TSkENnol amepruiueckoi bA, ko-
TOpasi He KOHTPOJIHUPYETCs JIEUEHHEM, COOTBETCTBYIOIIUM CTyTIe-
HU 4. B kauecTBe OMONOTMYECKHUX MPENapaToB Jyis JicueHus BA
y JleTeil Ha CeroAHAIIHUN AeHb MOTYT ObITh HCIIONB30BaHbI OMa-
m3yMa0, Menonusymad, nynuiaymad, tezenenymad. Ilponomxka-
I0TCS KIIMHUYECKUE UCTIBITaHUS TPAJOKUHyMa0a.

3axmouenue. JJokazana 3¢ (HEKTUBHOCT TapTeTHON Teparuu
BA MoHOKIIOHaNBEHBIME aHTHTENaMH. bruonornyeckue mpemnapa-
THI IIPEJICTABIIIOT COOOH AJIBTEPHATHUBY B CIIy4ae HEIOCTaTOYHOTO
KOHTPOJISL TSDKENION aCTMBI IIOCIIe Ha3HAUYSHUs! TEPAIIUH B COOTBET-
CTBUU C ypoBHIMU 4 U 5 pexoMenanuii IobanbHoi cTpareruu
Jie4eHUs acTMbL. [Icronabp30BaHNE MOHOKIIOHAIBHBIX aHTUTEN CIIO-
cOOCTBYeT ONTHMHU3ALNH KOHTPOJSI Hax TeueHneM BA, ymyuqre-
HHIO KQ4eCTBA )KU3HHU OOJBHBIX, YMEHBIIEHHIO YaCTOTHI U TSDKECTH
oboctpennit BA. TapreTHas Tepanus IPUMEHSETCS B KaYECTBE JI0-
MOJTHUTEILHOMN Tepanuu TskENnoi nepcuctupyromeit bA y nereit.
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PETPOCMEKTUBHbIAN AHANU3 TEYEHUS
A3BEHHOW BONE3HW Y OETEN

NHo3emueBa [.A., Borauesa C.M.

Hay4HbIn pykoBoauTenb: OKTOP MeA. HaykK
A.B. Bypnyukas

KyGaHcknii rocyqapCTBEHHbIV MEQULMHCKUIN YHUBEPCUTET
MwuH3gpasa Poccuu, KpacHoaap, Poccus

Knroyessie criosa: 0emu, si3eeHHasi bore3Hb, Oua2zHoOCMuKa,
neyeHue

Axmyanvrocme. S13BeHHas 6one3Hb (S1B) y nereit xapakrepu-
3yeTcs 3HAYMMOM BCTPEYaeMOCThI0, XPOHUYECKUM PELUANBUPYIO-
LIMM TEYCHHUEM U BO3MOXXHOCTBIO Pa3BUTHS OINMACHBIX JJIS KH3-
HU OCJIOKHEHUI.

Llenv: onpenenuTh KIMHAKO-9HIOCKOIIMIECKYIO XapaKTepH-
cruky b y nereit KpacHomgapckoro kpast.

Mamepuanvt u memoost. B 2012—2023 rT. KOMIIJIEKCHO B yC-
JIOBUSIX cTarMoHapa obcienoBano 90 neteil (62 Manpuuka u 28 ne-
Bouek) ¢ Sb.

Pesynomamul. 3a Bech nepuoa HabmoneHNs 3a001€BaeMOCTh
b ymensmunacs ¢ 0,44 mo 0,25 Ha 1000 HaceneHnus. YcraHosme-
Ha yiokanu3zaius S1b B apenaanarunepctaoit kumke (1K) y 81
(90%) 6ombHOTO, B XKemyake — y 6 (6,6%), coueTaHHasK B XKEIyIKe
u ITK —y 3 (3,4%). Accounauus Ab ¢ Helicobacter pylori 6bi-
1a BbIsiBIeHaA B 81,1% ciydaes. ITuk 3a6oneBaemoctu b y mManb-
YUKOB OBbLI YCTaHOBIIEH B 17 11eT, y AeBouek — B 16 seT. OTdro-
HIEHHBIN ceMelHbIi aHaMHe3 HaOumonancsa y 26% OG0oibHBIX, IPH
b K — y 33,3%, Sb xenyaka — y 20%. AOZOMUHAIBHBIH
CHHIPOM OBIJT BBISIBIICH y BCEX OOJIBHBIX, TUCTICTICHUSCKUNA — Y
80%, acreHoBereTaTuBHbIH — y 23%. [IpeBanupoBanu oxuHOY-
uele 513861 J{I1K B 93,8% ciyuaeB, MHOXXeCTBEHHbIE ObLIN OOHApY-
JKeHBI B 6,2%. 3HaYMMBIX pa3/Inuuii 110 JOKaJIM3alU1 Ha ITepeTHen
1 3a7jHel OBEPXHOCTH KHUIIKK He ycTaHoBieHO (54,4 u 45,6%).
[Tpu nepBUYHOM NOCTYTUIEHHUH SI3BSHHBIH Ae(EeKT yalie pacnona-
rajcs Ha nepenHeit crenke (65,5%), mpu pennanBe — Ha 3aHeH
(34,5%). YcraHoBieHBI CpeiHUE pa3Mepsl s13Bbl — 5,8 £ 0,41 MM
(2-19 mMm): menee 5 MM — B 24,6% cityuyaes, 5-9 mm — B 57,7%,
10-14 mm — B 15,5%, 15 MM u Gonee — B 2,2% ciyudaes. Pas-
MEpHI 3B TIPH IIEPBUYHOM TTOCTYIUIEHHH OOJTBIIE, YEM TIPH PELH-
JIBE, IPU TOBTOPHBIX 00OCTPEHUAX YHCIO S3B YBEITHMUHBAETCS.
Yarme HaOmIODanuch JIMHEHHbIE pyoIs! (85,6%), pexxe — 3Be3I-
yatble (14,4%). Ocnoxuenus b perucrpupoBanuce y 8 (8,8%):
kpoBoteueHus — y 3 (3,3%), nedopmarnus nykosunsl AIIK —y
5 (5,5%) GonbHBIX.

3axniouenue. SIb ocraéres akTyabHOU (OPMOM MATONOTHH
OpraHoOB MuIlleBapeHus y aereit. 3aboneBaemocts SIb ymeHbIu-
nack B 1,76 pasa 3a nocnennue 10 net. [Tuk 3a0oneBaeMOCTH pH-
XOJUTCS Ha MOJPOCTKOBBINH BO3PACT KaK Y MaJIBYMKOB, TaK U Y Jie-
BoueK. OTATOIEHHBIH cCeMeHHbII aHaMHe3 OTMeYasIcs Y KaKI0To
yetBEproro OonbHOTrO ¢ SAb, uame — npu b JAIIK B cpaBHeHUN
¢ Sb xenynka. [Ipy HepBHYHOM MOCTYIUICHUH OOJBHBIX SI3BEH-
HBIH 1e(eKT B OONBIINHCTBE CITydaeB JIOKAIH3yeTcsl Ha epeaHei
CTEHKE ¢ IPEBAIMPOBAHUEM OIMHOYHBIX SI3B, CPEIHUI pazMep Ko-
TopbIx coctaBui 5,80 + 0,41 mm. s penunusa Sb y nereii xa-
PaKTepHO YMEHBUICHHE Pa3MepoB 53B U YBEIIMUYEHHE UX YHCIIA.

BJIIMAHME BAKYYM-3KCTPAKLNU HA COCTOAHUE
300POBbA OETEU B PAHHEM HEOHATAJIbHOM
NEPUOAE

UHo3zemuera O.A., BoraueBa C.M.,
Bappocanugse M.LL.

HayuHbI pykoBOoAUTENb: AOKTOP MeA. HayK
A.B. Bypnyukas

Ky6aHckuii rocyaapCTBEHHbIN MEOULIMHCKAIN YHUBEPCUTET
Mwun3gpasa Poccun, KpacHopap, Poccus

Knrouesnie criosa: demu, 8akyyM-sKcmpakyus rniooa,
300p08be HOBOPOKOEHHbBIX

Axmyanvnocmoe. Bakyym-skcrpakius (BD) miona Bo Bpemst
POIOB POBOJMTCS HEYACTO, IOTOMY YTO JJIst €€ IIPOBEJICHUS HYXK-
HBI CTPOTHE M0Ka3aHus. B CBSA3U ¢ yCOBEpIIEHCTBOBAHHEM MOJIE-
neit BO 1 oueBHIHBIME €€ IPpenMylIecTBaMH BO3MOXKHO ITpHMe-
HEHHUE 3TOH poAopaspeIaroneld onepanium

L]env: ompeneuTh COCTOSTHIE HOBOPO)KAEHHBIX, POAMBIINX-
Csl ¢ IPUMEHEHHEM BaKyyM-IKCTPAKLUH, B PaHHEM HEOHATaJlb-
HOM IepHOJE.

Mamepuaner u memoowi. Ilpoananusuposano 107 ucropuit
pa3BHTHS HOBOPOXAEHHBIX (Ppopma Ne 097y), porxKIEHHBIX MIPHU HO-
MOIIM BaKyyM-dKCTPAaKTOpa ¢ CHIIMKOHOBOH Yarreukoil. Bo Bcex
CITyJasx MOKa3aHHeM K ITPOBEICHUIO ITON MaHHITYIISIIUH SIBUIIUCH
OcTpast MHTpaHaTaIbHask THIIOKCHS IUI01a, cl1ad0CTh POOBOH Aes-
TenabHOCTH. ONpenensny claeayolye napaMeTphl: OLCHKA 10 IIKa-
ne Anrap, HaJIM4ue HEBPOJIIOTHYECKOH CUMIITOMAaTHKH U TpaBMa-
TUYECKUX TIOCJIEPOIOBBIX OCIIOKHEHUH, TaHHbIE HEHPOCOHOTpa-
¢un (HCT), 1tuTenbHOCTh MPeObIBaHUS B CTAlHOHAPE, UCXOI.

Pesynomamer. Cpenn HaONOAABIIMXCS AETEH ¢ OlleHKOH 8/8
6annoB mo mxane Anrap poaunocs 14 (13,08%) HOBOPOXKAEHHBIX;
7/7 u 7/8 6annoB no Anrap — 75 (70,09%); 6/7 6amnos — 13
(12,14%); 5/7 6anmoB — 2 (1,86%); 2/5 6ammoB — 3 (2,8%). Bece
JIeTH ObUIN JIOHOIIEHHBIMH C MacCOt Tema npu poxaeHuu 2900—
4400 t. ITpu sToM MBI BBISIBHIIH, 9TO 81 (75,7%) peGEHOK pomuiI-
csl ¢ Tunokcuer nérkoit cremenu, 20 (18,6%) mereit morpeboBa-
JIM OKa3aHMS PeaHNUMAIMOHHON ITOMOIIY B POIUIBHOM 3ajie, U3
HUX 6 (5,6%) neteii nepeHecan TSHKETYE0 THIIOKCHIO M TIOTy4aiu
JIeYeHrE B peaHNMAIIOHHOM OT/AeNeHuu. [Ipu aHamu3e JaHHBIX
HCT 6pu10 ycTanoeiaeHo nud@y3HOE TOBBILICHHE S5XOTCHHOCTH
M03roBoi TKaHu y 27 (25,23%) HoBOpoXAEHHBIX. Y 72 (67,28%)
nereit manasie HCI' cooTrBeTrcTBOBanm Bo3pactHoil HOpMme. [lpn
KOMIIBIOTEpHON ToMOTpaduy TOJIOBHOTO MO3Ta JUarHOCTHPOBa-
HO 8 (7,47%) cybapaxHOUJaIbHBIX KpOBOU3NIUSHUN. B 06cieno-
BaHHOI1 rpyme 76 (71,02%) nerei ObUIM BBINUCAHBI U3 POIMIIb-
HOTO JIOMa JIOMO, cpe/iHee NpeObIBaHKe B CTAIlIMOHAPE COCTAaBU-
1o 7 xoriko-gHe#. [Ipu atom 31 (28,96%) pebéHok moTpedoBar
nepeBo/ia Ha BTOPOi ATal BEIXa)KUBaHUSL.

3axmouenue. Bakyym-skcTpakuus miona ssusercs >ddex-
TUBHBIM U JOCTaTOYHO O€30MacHBIM METOZOM SKCTPEHHOIO po-
JIOpa3pelieHys Py pealn3aliy CTPOruX IMOKa3aHUH U yCIOBUI
KOMILJIEKCHOTO HAOJIOAEHNS 32 JAHHOM I'PYIIION HOBOPOXIEHHBIX
B MaJiaTeé UHTCHCUBHOW TepaIuy, CKPUHUHTE C HCIIOb30BAaHUEM
HCT u 06s13aTennsHOM HaOIOICHUN HEBPOJIOTA.
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NEPBbLIV CNYYAW MPUMEHEHUSA METOOUKU
YNPABNSIEMOIO POCTA Y PEBEHKA

C NNOKTEBOW KOCOPYKOCTbIO

HA ®OHE MHOXXECTBEHHOW 3K30CTO3HOM
XOHAPOAUCIINA3UMN

KaBkoBckas A.U.
HayuHbi pykoBoguTtens: npod. K.B. XXepaes

MepBbIi MOCKOBCKMIA rOCYAapCTBEHHBIN MEANLIMHCKUIA
yHuepcuteT umenn .M. Ceuernosa MuHsapasa Poccumn
(CeuveHoBckumn yHmBepcutet), Mocksa, Poccus

Krirodesbie criosa: KiuHUYecKul criydati, MHOXeCmeeHHast
3K30CMO3Hasi XoHOPOAUCHIa3us, fiedeHue, Memoduka
ynpaensiemoeo pocma

Axmyanornocms. MHOXECTBEHHAs 9K30CTO3HAsE XOHIPO-
nucmiasus (MOX][) — reneruueckoe 3a00eBaHKUE C ayTo-
COMHO-IOMUHAHTHBIM THIIOM HAaclIeOBaHMs, IPU KOTOPOM
nopakaeTcsi ckeneT pebénka. YacTora BCTpEe4aeMOCTH CO-
craisger 1 : 50 000. B 30-80% cinyuaeB nopaxarorcs KOCTU
npenmiedbs; 83% ciaydaeB NPUXOAUTCS HA JIOKTEBYIO KOCOPY-
KOCTh, 17% — Ha nyueByIo.

Bormpocsl, kacaromiecs: onepaTUBHON TAKTHKH U TTOKa3aHHUMA
JUISL BMELIaTeIbCTBA B 3aBUCHMOCTH OT BapHaHTa AedopManum,
OCTaIOTCS JUCKYTa0eIbHbIMU.

Onucanue kaunuyeckoeo cayuas. Manpuuk, 10 net, nocty-
AT C Kano0aMu Ha orpaHHYeHHe 00bEMa IBHIKEHH B ITyde3a-
IISICTHOM CycTaBe clipaBa. M3 aHaMHe3a >KU3HU U3BECTHO, UTO
pe6€nky ¢ 4 net Obu BeicTaBleH auarHo3: MOX]/. B cBs3u ¢
9TOM marosioruel pe6EHKy B Bo3pacte 7 JeT ObUIM MPOBEICHBI
KpaeBas pe3ekius o0bEMHOT0 00pa3oBaHus B 00IaCTH JICBOU
TTOAB3JIOIIHOM KOCTH, KpaeBasi pe3eKIusl KOCTHO-XPSIIEBOTO
9K30CTO03a B 00yacTu JeBoi OoyblIedepoBoit koctu. B Bo3-
pacte 9 et y 00IBHOTO OBLIH PE3ELIPOBAHBI OITYXOJIEBUIHbIC
00pa30oBaHus HIKHUX KOHeuHOoCTe#. [Ipu ocmoTpe y peGEHka
OCh IMpaBoi BepXHEeil KOHEYHOCTH HEMpaBUIbHAS 3a CUET KOCO-
pyKoCTH, 00BbEM ABIXKEHUH B IJIE€YEBOM, IOKTEBOM CyCTaBe —
B MIOJIHOM 00BbEMeE, B Jy4ye3arsiCTHOM CyCcTaBe — CMEIIaHHas
KOHTpakTypa. BbisiBIeHO orpaHndyeHue oTBeneHus 10 9°. OT-
MedJaeTcs JIOKTeBasi KOCOPYKOCTh cripaBa. [1o JaHHBIM peHT-
TE€HOBCKOTO 00CJIEe0BaHUS YTOJ MPABOTO JIy4e3arsIcTHOTO Cy-
craBa (RAA) paseH 41° (B HopMme 21-25°), mosyTyHHO-JIOKTE-
Bas auctanuus — 7,4 Mmm. B Bo3pacre 10 et peGEHKY B CBSI3H
C JIOKTeBOH KocopykocThlo I Tumna (mo knaccupukanuu K. Ma-
sada) ObuTa IpOBeIeHa MOHOKOPTHKAIbHAS PE3CKIUs MPaBOn
JIOKTEBOW KOCTH, YIAJICHHE OCTEOXOHIAPOMBI. BrImonHeH na-
TepanbHbIH TeMUINTU(U3NOIE3 MPABOM JTyUueBOit kocTH. B 00-
JACTH JUCTANBHOTO JIATePaJbHOTO Kpas JIy4eBOH KOCTH ObLI
chopMHupOBaH JOCTYI IUIMHOW 3 CM; CYXOXKHJIME MBIIIIIBI, OT-
BOJAIIEH O0JBIION Nanel, ObIO CMEIIEHO JIaTepalbHo, Janee
YCTaHOBJICHA IUIACTHHA C BUHTAMH BBIIIE ¥ HUXKE 30HBI POCTA.
TeM caMBIM BBITIOJTHEH «apecT» AUCTAIBHOM 30HBI pOCTa Mpa-
BOH JIy4eBO# KOCTH. J[J1s1 HHTpaonepanmoHHOTO PEHTT€HOBCKOTO
KOHTPOJISl TpoBoaUiIack pa3Merka cnuamu Kupmnepa. [locne
napajule]bHON YCTaHOBKM BUHTOB CHOBA ObLI MPOBENEH PEHT-
TCeHOBCKUN KOHTPOJIb, YTOOBI HCKITIOUUTH TIep(hopaIuio cycra-
Ba ¥ MOBPEXICHHE 30HBI pocTa. IMMOOHIU3aIHsI HE TPOBOIH-
nack. JIBYOKEHHUS KUCTHIO B OBITY OBUIM BO3MOXHEI Ha 1-€ CyTKH
IIOCJIe ONepaIyy, MOoNHas GYHKIHMOHAIbHAS aKTHBHOCTD KUCTH
BOCCTAHOBJIEHA Ha 7-e cyTKH. Uepe3 4 Mec Mo JaHHBIM pPEeHTTe-
HOBCKOTro oOcienoBanusi: BeanunHa RAA cocraBuia 34°. Ye-
pe3 10 mec RAA 6511 paBeH 21°.

3axniouenue. JlaHHBIN KIMHAYECKAHN CIydail MHTEPECEH IpH-
MEHEHHEM HOBOW MaJIOMHBA3UBHOW METOAMKH IIPH JIEIEHHH JIOK-
TeBOM KocopykocTu Ha pone MIX]I.

AHOMATUSA 3BLUTEMHA Y HOBOPOXOEHHOIO

KateH A.bl., Bek6epreHn A.C.
HayuHbin pykoBoauTtens: poueHT C.T. KusaroBa

MeauvumnHcknii yHmuBepcuteT KaparaHgpl, Kaparanga,
Pecny6bnuka KasaxcrtaH

Knouesnbie crioga: HOBOPOXOEHHbIE Oemu, aHOMaslusl
S6wmeliHa, HapyweHuUs1 KpogoobpalwieHUs

Axmyanvrocms. Anomanus D0mreiiHa (AD) — BpoxaEHHAS
MaTOJIOTUsl TPEXCTBOPYATOTO MPEACEPIHO-KETYJOUKOBOTO KIIalaHa,
COIPOBOXKIAIOIIASICS AaHOMAJIBHBIM ITOJI0KEHUEM CTBOPOK, ITPUBO-
JUILIUM K 00pa30BaHUIO HaJl HUMU aTpUaIM30BaHHON YacTH IPaBo-
TO XKEJIYJI0UKa, COCTABIISAIONIEN OHO LIEN0€ C IPABbIM IIpeICEePIU-
eM. BriepBbie B KapJHOJIOTHH aHOMAJIHsI ObLIa ONMCaHa HEMELIKIM
BpauoMm W. Ebstein B 1866 1. HactoTa AD cpean pa3iyHbIX BPOXK-
JIEHHBIX MOpOKoB cepaua cocrasisier 0,5-1,0%. AD yacto comyt-
CTBYIOT Jpyrue nopoku cepaua. ®eranpaast IxoKT, BeINONIHEHHAS
B [IPEHATAIbHOM NIEPHOJIE, TO3BOJISIET AUarHocTupoBarb AD B 60%
Clly4aeB. AHaTOMHYECKYIO OCHOBY AD COCTaBIIsIeT HEIPABUIBHOE
pacrmosokeHne TPEXCTBOPUATOro KilanaHa, Py KOTOPOM €ro CTBOp-
K1 (OOBIYHO 3a/IHSIS U TIEPETOPOIOYHAs ) OKa3bIBAIOTCS AeHOpMHUpO-
BaHbI U CMEILEHBI B N10JIOCTH IPABOTO JKEITY/I0UKa.

Onucanue knunuyeckozo ciyyas. PedEHOK A. poauics ¢ Maccoi
tena npu poxaeHun 3200 r u anuHOM Tena 53 oM, o mKaie Anrap
8/9 6amoB, oT 4-it GepeMEeHHOCTH, IPOTEKaBIIel Ha (poHEe XPOHNU-
YECKOW apTepuabHOM TMIIEPTEH3UU TSHKENON CTENIEHH U Hapyllie-
Huil putMa cepana. AurenaransHo BIIC ve BeisiBnen. Ha 2-e cyt-
KM )KU3HU y HOBOPOXKIEHHOTO MOABIIICA MU Qy3HBIH nnano3. Ma-
HH(ECTHPOBaNa IPABOXKETYA0UKOBAsl HEOCTATOYHOCTb: OJIBIIIIKA,
yBEJIUUCHUE NeYeHH, HabyXaHue U My/bcanus MelHbIX BeH. Tede-
HHE 3a00eBaHKs ObUIO HEYKJIIOHHO IPOTPECCUPYIOIINM, PEOEHOK
OBLI IepeBeIEH B OT/EICHHE PEAHNMAIIUE HOBOPOXKIEHHBIX. [Ipo-
BEJICHbI MePHI N0 CTAa0MIN3alu TeMOJUHAMUKA U MOHUTOPHHT
MyJILCOKCUMETPHU Ha IpaBoil pyuke, caryparus 54%. Hauara pe-
cnuparopHas nojueprkka, nepesenén na UBJI ¢ FiO, 1,0-0,9. ITpo-
BeJieHO 3kcriepTHoe DX0KC: BbICTaB/IeH JUarHo3: BpOXKAEHHBIH Mo-
pok cepaua, AD. ['unomasus cTBona IErouHoi aprepun. MHoxe-
CTBEHHBII TPOMO03 KPYIHBIX ¥ MEJIKUX COCy0B. [lepcucTupyromas
néroyHas runepreHsus. Bropudnas kapuonaTus CMELIaHHOTO re-
Hesa. [Ipu HeiipocoHorpaduu BBISBICHO MMIIOKCHYECKOE OpaxKe-
Hue [THC tsokénoii crerieHu, octpblii iepuos. CHHAPOM yrHETe-
Hus. Ha 4-e cyTKY 5KU3HU B TSDKENOM COCTOSIHUM ObUI IIEPEBEEH B
KapAHOXUPYPTUUECKUHA LIEHTP, IPOBE/IeHa KapAHOXUPypruiecKas
oriepamys ¢ OTPHIATENFHBIM HCX0IO0M, PeOEHOK POXKIIT 14 THEH.

3axnrouenue. AD — Tsxénoe nmporpeccupyroiiee 3aboesa-
HUE, IUI0X0 MOAJAIOLIEECs JICUCHUIO Y HOBOPOXKIEHHBIX, OCJIOK-
HACTCSA HaAPpYIICHUSAMU I'EMOAMHAMHUKH, ITPOTEKACT TAXKEJIO0, B Ha-
HIeM Cllydae ¢ HeOIaronpusTHbIM ucxonoM. IIpuunnoit cmepTtu
GOIIBHBIX Yallle BCETO SIBIACTCS CepAieuHast HeocTaTouHOCTh. Ha-
PYLIEHUs] KPOBOOOPAIIIEHHUS 3aBHUCAT OT CTEIEHHU TPUKYCIHIaIb-
HOI HEIOCTAaTOYHOCTH, pa3MepoB (YHKIMOHUPYIOLIETO MPaBO-
IO JKEeNyI0YKa U BEMYMHBI cOpoca KPOBH CIIpaBa HaJeBO Yepe3
MCXKIPEACCPAHBIC KOMMYHUKAIIUU.
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®APMAKOTEPANUA UHOEKLIUU HELICOBACTER
PYLORIY OETEN B AMBYNATOPHbIX YCNTOBUAX

Kayaesa C.A.
HayuHbin pykoBoauTtens: poueHT H0.B. BonkoBsa

AnTanckui rocyaapCcTBeHHbIN MEANLMHCKUA YHUBEPCUTET
MwuH3gpasa Poccuu, BapHayn, Poccus

Knouesnie criosa: demu, uHgekyusi Helicobacter pylori,
gapmakomepanusi

Axmyansnocms. Ha npoTsHKEHUH TIOCIEAHUX IECSITUIETHH OT-
MEeYaeTcsl HeYKJIOHHBIM pOCT 4ucia IeTel ¢ 3a00J1eBaHUsAMHU Opra-
HOB MHUIIEBApeHNUs. BaXKHbIM PUYHUHHBIM (aKTOPOM Pa3BUTHS Ta-
CTpO/yOZ€HAIbHON naTonoruu seisercs Helicobacter pylori (Hp).

Llenv: ananmu3 papMakoTeparvy MaTOJOTHH OPTAaHOB THIIe-
BapeHMsI, aCCOLMMPOBAaHHON ¢ Hp, BpadamMu MEPBUYHOTO 3BEHA.

Mamepuanvt u memoosi. [IpoBeIEH pETPOCIICKTUBHBII aHa-
JIM3 MEJUKaMEHTO3HOI'O JICYCHUS] HA OCHOBaHUU OLeHKH 40 am-
OynaTopHbIX KapT jaereit ¢ Hp-undexuueii B Bozpacre 7—16 ner,
00paTUBLINXCS B ANTAWCKUIA KOHCYIBTaTUBHO-HATHOCTUYECKHH
neHTp. Beem manueHTaM 11t onpeieNieHns IMarHo3a MpOBOIHIH
o011 0cMOTp, HHOP0O330(AroracTpoLyoICHOCKOIHIO ¢ OHOTICHEH
CIU3UCTON O0ONOYKH KeyKa, OMOXMMUYECKUH aHAIN3 KPOBH,
KOIPOJIOTUUECKOE HCCIIEI0BAHME.

Pesynomamur. CpejHee 4UCIIO NPENapaToB, MONYYEHHBIX
GOJBHBIMU 32 Kypc Tepanuu, coctaBuwio 4,6 + 0,2. Jlns spanuka-
OUOHHOW Tepanmuy BCEM JETSM Ha3HAauYaIMCh MHTHOUTOPHI MPO-
TOHHOM TIOMITBI (OMETpa3oi, pabernpasol, 330Menpasoi). AHTH-
MHKpPOOHBIE TIpenapaThl TaKKe ObIIM Ha3HAYECHBI BCEM IAIUeH-
TaM: OeTa-JIaKTaMHBIA aHTHOMOTHK aMOKCHLIMJIJIMH MTPUMEHSIICS
y 40 (100%) nereii, makponun knapurpomutud — y 30 (75%),
AHTUMHKPOOHBII Tpenapar u3 rpyIIbl HATPOUMAA307a — Me-
TpoHunazon —y 5 (12,5%). bonbioii npolieHT Ha3HAYEHUH pU
Hp-nHdexnun npuxonuTcs Ha MHUIEBapUTENbHBIE (EePMEHTHI
(mankpearnn) —y 29 (72,5%) neteit u mpoOUOTHKY (TIpenaparsl
6ucuno- u nakrobdaxrepuit) — y 33 (82,5%). Otu rpynmns! npe-
MapaToB HE BXOIAT B 3paJIMKAIIMOHHBIE CXEMBbI, HO IIPH IaToJIO-
MU OPTaHOB ITUILEBAPEHHs Y JETeH 4acTo BCTPEUaeTCs SK30KPHH-
Hast HEIOCTaTOYHOCTh MOMKETYIOYHOH JKelle3bl, TOITOMY Ha3Ha-
4yeHne GepMEeHTHBIX NTPEeNnapaToB BIIOIHE ONPABIAaHHO. 3HAUNMOE
YBEINYEHUE YAaCTOTHl HA3HAUCHUSI IPOOMOTUKOB ¥ CHHOMOTHKOB B
cxeMax JedeHus aereit ¢ Hp -undexkiueit 00ycIoBIEHO BBICOKOH
4acTOTON HapylIeHUH MUKPOOHOTHI KummedHuka —y 27 (67,5%)
OOJIBHBIX JIO JIEYSHHS OBLT BBISBICH AUCOMO3 KUIIEYHUKA Pa3Id-
HOH BBIPOKEHHOCTH.

VY GonpmmHCTBa anueHToB (52,5%) B KOMOMHUPOBAHHOM
(bapmakoTepanuy TakXKe UCIOJIb30BAINCH: CIIA3MOJIUTUKU (TPH-
meOytun) —y 11 nereii (27,5%), skeueroHHble Ipenaparsl (3Kc-
TPaKT JUCThEB apTuioka) —y 8§ (20%).

3axnouenue. Ha3HaueHHas Tepamusi B IEJIOM COOTBETCTBO-
BaJIa KIIMHUYECKUM PEKOMEHIAIHSM T10 JeUeHHI0 Hp-nHdekuun
y aeteii. Bo3aMokHOCTH onTUMU3aIuu (HapMaKOTEPAITUH U TIPEO-
JIOJIEHHS OJIUMPArMa3uy MOTYT 3aKJII0YaThCSl B UCKITIOUCHUH U3
CXEM JICUCHHSI METPOHU1a30]1a U3-3a BHICOKOH PE3UCTEHTHOCTH
K HeMy Hp.

CUHOPOM KAYOATNbHOW OYNIUKALIUA

KubupeBa A.A.

Hayu4Hble pykoBogutenu: npod. [1.A. Mopo3os,
KaHg. mea. Hayk [1.C. TapacoBa

MepBbIi MOCKOBCKMIA rOCYAapCTBEHHBIN MEANLIMHCKUIA
yHusepcuteT umenn .M. CeueHosa MuHsgpasa Poccumn
(CeuveHoBckum yHmuBepcutet), Mocksa, Poccust

Knrouesnie criosa: knuHudeckuli criydad, 0emu, cUHOpoOM
KaydarnbHoU dynnukayuu, duagzHoCmukKa

Axmyanbnocmoe. Penxuil CHHAPOM Kay[albHON AyIUTUKALAU
(CK[) BkiroyaeT MUPOKHUA CIIEKTP aHOMAaJIHi, YaCTOTa BCTpedae-
moctu < 1 : 100 000. Cambim pactipoctpanéHabiM BapranTom CKJI
ABJIAETCS YIBOCHHE TOJICTON KUIIKHM M YPOT€HUTAIBHBIX CTPYKTYP
B COMCTAHHH C aHOPEKTAILHOW Masib(opmaliueid. B mureparype uz-
noxensl knHu4eckue cirydan CKJ ¢ onncanueM sMOpuoioruu u
aHAaTOMHH, HO HEJJOCTAaTOYHO BHUMAHUS YAEJICHO XUPYPrHYECKOH
takTuke neyenuss CKJ{. Ml npencraBiseM KIMHUYECKUH cirydait
nesouky ¢ CK]I, KoTopblid MPOSIBIISIETCS YIIBOSHUEM MOAB3/IOIIHOM
U TOJICTOM KHILIKH, YPETPbI, MOUEBOT'O Iy3bIps, BIarajuiia 1 aHo-
PeKTaIBbHONM Manb(hopMalieil B BUAE PEKTOBArMHAIBHOTO CBHINA.

Onucanue xnunuueckoeo ciydas. JleBouka, 4 Mec, MOCTYIH-
Ja ¢ >xaso0aMu Ha CKJIOHHOCTb K 3amopam. IIpu ocmorpe ycra-
HOBJICHO HAJINYUE YABOCHHUS YPETPBI, IIOJIHOE YBOCHHE Bllaraju-
m1a (B OJIHO BJIATrajMIle OTKPBIBACTCS PEKTOBAarnHAIbHbBIN CBUIN),
yaBoeHue anyca. [lo nanHeIM nppurorpadun (BBeeHnE BOIOpa-
CTBOPUMOTO KOHTpacTa B PEKTOBarnHaJbHbIM CBHII) OBITIO BBHI-
SIBJIEHO YJIBOCHHE MOJB3OLIHON 1 TOJICTOM KHUILKU C PEKTOBaru-
HaJIbHOW 3KTOITMEH YIBOCHHOTO aHyca; IIPU MUKITHOHHOH LIUCTO-
yperporpadus — HOJIHOE YABOSHHUE MOYEBOTO ITy3bIpsl U YPETPBL;
TIPU YPETPOLIMCTOCKOIUS — IOJHOE YIBOGHHE YPETPhl © MOYEBO-
TO My3bIps (B K&KIOM M3 HUX IO OJJHOMY YCThIO MOYETOYHHKOB,
MOCIIETHUE CMBIKAIOTCSA, IEPUCTAIBTUPYIOT, CIIM3UCTasi MOYEBBIX
My3bIpeil He U3MEHEeHa). YCTaHOBJICH MPEBAPUTEILHBII AUATrHO3:
aHOpeKTalbHas ManbpopManus (PEeKTOBarHHAIBHBIA CBUIN), YABO-
€HHE TO/IB3JOLIHOM, TOJICTOI KUIIKH, TIOJIHOE YIABOCHUE YPETPHI,
MOYEBOTO Iy3bIpsl, Baranuma. MHTpaonepauoHHo ObL10 0OHa-
PYXEHO IIOJIHOE YIBOCHHUE MPSIMOM KUIIKH, TOJICTOH KUILIKH, Cle-
MOW KHUIIKH, YePBEOOPA3HOTO OTPOCTKA U MOJB3IOIIHON KHIIIKH,
JMBEPTHUKYN MeKKesl, He3aBepIIEHHBIN OBOPOT, 001as OpbhKei-
ka. [l KoppeKkuuu ObUTH BBIIOJIHEHBI a0IOMUHAIbHAS AKCTpa-
peKkTanbHas Auccekuus pekrocurmouna no O. Swenson, cyomy-
KO3HOE BBIIEJICHHE peKTOBaruHaiIpbHoro ceuma no F. Soave, pas-
JereHre oOIei CTeHKH CUTMOBHIHON KHIIKH, aHACTOMO3 MEXKITY
YABOSHHOM CUTMOBHIHOM KUIIKOW ¥ HOPMAJIbHOM MPSMOIN KHUIITKOH
Ha PacCTOSHUU 4—5 cM BbIlIE 3y04aTOM JIMHUH, YETHIPEXCTBOIb-
Has curmoctomus. KoHTposbHbIE 00cienoBanust O0NbHON ObLIH
BBITIOJIHEHBI B Bo3pacte 1 rof, 6 u 14 neT: cTyn perynspHsblii, Mo-
YEUCITyCKaHUE CaMOCTOATENBHOE, 002 MOYEBBIX ITy3BIPST OTIOPOIK-
HSIOTCS] CHHXPOHHO.

3axnouenue. YuntsiBas upespbruaiinyto penkocts CKJI u ero
BapHadENbHOCTD, ONPE/ICIICHUE TAKTUKH XUPYPIrHYECKOTO JICYCHHS
OCHOBAaHO Ha JIeTaJIbHOM AnarHocTuke ¢ GopMUpoBaHUEM aHATO-
MHYECKOM KapTHHBI KOHKpeTHOTro OonbHoro. [Ipeacrasnenue kiu-
Huuecknx ciaydaeB CKJI cmocoOCcTBYeT 0CBETOMIIEHHOCTH M Ha-
KOTIJICHUIO KIIMHUYECKOTO OIbITA.
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AOEBIOT KOBEHUIIbHOIO PEBMATOMOHOIO
APTPUTA NOCHNE I'IFPEHECEHHOVI
KOPOHABUPYCHOW NH®EKLIUA

KoszopaeBa A.M., LLinHraposa M.LL.

HayuHble pykoBoguTenu: npod., uneH-kopp. PAH
E.N. AnekceeBa, npod. T.M. [1BopsikoBCKas,
poueHT E.I Ynctakosa

MepBbIi MOCKOBCKMIA rOCYAapCTBEHHBIN MEANLIMHCKUIA
yHuepcuteT umenn .M. Ceuernosa MuHsapasa Poccumn
(CeuveHoBckumn yHmBepcutet), Mocksa, Poccus

Knroyesnie criosa: knuHuUYeckul criy4all, KopoHasupycHasi
UHGbeKUUSI, 108eHUIbHBILU pesMamoudHbIli apmpum,
duazHoCcmuKa, rie4eHue

Axmyanvrocmy. [laHnemMust HOBOW KOpOHABHPYCHON HH(EK-
UM TPUBIEKJIA BHUMaHHE K HOBBIM KIMHHYECKHM MpoOiIeMam
UMMYHOIIATOJIOTHH, T.K. CTIOCOOHA BBICTYNaTh TPUITEPOM ayTOUM-
MYHHBIX IIPOLIECCOB 3a CUET TUBPETYIAUNA UIMMYHUTETA.

Onucanue xkaunuveckozo ciyyas. Ilanuentka M., 5 siet, paH-
HUI aHaMHe3 U HACJIEICTBEHHOCTD 110 peBMAaTHYECKUM 3a00JieBa-
HUSM He oTsiromieHbl. B okTa6pe 2023 1. nepenecia COVID-19.
Uepes mecsiil mocie nepeHecéHHON MHGEKIMU TTOSIBUIACH 00U B
npaBoi pyke, GpeOpHiIbHAs TMX0pPaaKa, MOoTyJyalla HECTEPOUHbIC
nporrBoBocnanuTeibhble cpencrsa (HIIBC) u umMmyHoMomyssiTo-
pbL, Tepanus 6e3 3¢ dexra. OcMOTpeHa pEBMATOIOIOM, YCTaHOBIIEH
JIMAarHO3 «PEaKTUBHBIM MOIUAPTPHUT, OCTPOE TEUYEHUE), PEKOMEH-
JOBaHa TOCTIUTAIN3ALMS, KOTOpast OTIOKEHA B CBSI3U C Pa3BUTHEM
OCTpO# KuIlleyHOH HHPEKIMU. [OCTUTAIM3UPOBaHA B OTCICHHE
PEBMATOJIOTHH B TSHKENOM COCTOSIHUM 32 CUET JIMXOPAIKH, aKTHB-
HOTO CycTaBHOTO cuHapoma. IIpu oOcienoBaHuu: BbICOKas J1abo-
paropHasi aKTUBHOCTb, TIOJIOKUTEIILHBII TUTP aHTHHYKJIEapHBIX
aHTHUTEJI, 110 AaHHBIM Y3W npu3HaKu JBYCTOPOHHETO CHHOBHTA
C BBITIOTOM B TIOJIOCTH IPABOTO KOJIEHHOTO M 00OOMX TOJIEHOCTOI-
HBIX CycTaBOB. [IpoBeieHa cTepHaIbHas IyHKIMS: OAaCTHBIX KITe-
tok Het. [Toiyuana HIIBC 6e3 addexra, 3amono3peH roBEeHUIIbHBIN
pesmarounnslit aprput (FOPA), nHMIIMUpOBaHa Tepanusi METoTpe-
kcaroM. 27.12.2023 mpoBeeHa TeleMeUIMHCKas] KOHCYIJIBTALUs C
HMUMULI 3n0poBss aereit M3 PO, pexomennoBan nepeBon B LieHTp.
IIpu moctymnennn 8 HMUL 3mopoBes nereit 17.01.2024 coctost-
HHE CpelHel THKECTH, COXPAaHsIeTCs CYCTaBHOW CHHAPOM B BHIE
OCTPOBOCTIAJINTEIIHBIX H3MEHEHUH 1 OTpaHUUECHUH ITOIBIKHOCTH
B KOJICHHBIX, TOJIEHOCTOIIHBIX, JIy4e3alsiCTHBIX CyCTaBax, Mexda-
JIAHTOBBIX CYCTaBOB 2, 3, 4, 5 manpleB KUCTeH 00eUX pYyK, JIMXO-
PajKy, MO IAHHBIM MarHUTHO-PE30HAHCHON TOMOTpaduy JaHHBIX
3a OHKOIPOLIECC He BBISBICHO, B aHAJM3aX KPOBHU BHICOKAst HMMYH-
Has akTUBHOCTb. JlaHHBIX 3a yBeuT HeT. [lunarnos: FOPA, mommapru-
KYJSIpHBIN BapuaHT. [ IpeaynpeskAeHUs IPOTrPeCCUPOBAHMUS Cy-
CTaBHOIO CHHAPOMA IPOBEEHA ITyIbC-TEPANUs IPEIHU0IOHOM.
YuuTeiBas ayToarpecCUBHBLI XapakTep 3a00JIeBaHMs, aKTUBHBIH
CYCTaBHOI CHHAPOM, JINXOPaJIKy, UHUIIUUPOBAHA T€HHO-UHXEHEP-
Has Oroornueckas Tepars sraneprentom. Ha gone tepanmm xy-
ITMPOBAINCH JIMXOPAJIKa, UMMYHHAsI aKTHBHOCTB, CyCTaBHOW CHH-
JIPOM C TIOJIOKHUTENbHON JUHAMHUKOU.

3axnouenue. Knuanueckuil ciydail JeMOHCTPUPYET IpU-
Mep arpecCUBHOIO J1e0I0Ta IOHOIECKOTO ONUapTPUTa, y PEOEH-
Ka C TepeHecEHHOW KOPOHABUPYCHOM MHpeKIeH, HeahheKTHUB-
HOCTH TpaauuuoHHOU Tepanuu KOPA, HeoOXonrMOCTH paHHETO
Hayaja TeHHO-UHKEHEPHOH Tepanuu, AJsl MOAABICHHs aKTUBHO-
CTH 3a00JIeBaHMS U IPEIOTBPAILECHHS MHBAIUIN3AIMH [TAllUCHTA.

BUCLIEPANIbHbIVW NEULLMAHMO3 Y PEBEHKA
10 MECSILIEB

KoHuuHa C.A.
HayuHbin pykoBoguTtens: E.B. Ilurckas

MepBbit MOCKOBCKMIA rOCYAapPCTBEHHbIN MEAULIMHCKUIA
yHusepcuteT nmeHn N.M. Cevenosa MuHsgpasa Poccum
(CeyeHoBckui yHuBepcuTeT), Mockea, Poccus

Kntoyesble criosa: knuHudeckuli criydad, 0emu,
sucueparbHbIl neliWwmMaHuos, duagHocmuka, iedeHue

Axmyanvrocmy. BucniepanbHblii JISHIIIMaHNO03 — TPAHCMUC-
CHBHOE IIPOTO30IHOE 3a0071€BaHKE, BO30OYAUTENEM KOTOPOIO SBILS-
I0TCs IpocTeiime pona Leishmania. 3aboneBanue pacrpocTpane-
HO B 3amagHoi Adpurke u Ha MHaUHCKOM CYOKOHTHHEHTE, HO JUTH-
TEJILHBIA MHKYOAIMOHHBIN MEPUONT (10 8 Mec) JenaeT BO3MOXKHBIM
BO3HUKHOBCHHUE CIIOPATNICCKHUX CIIyHacB 6OHG3HI/I B OT[LaJ'léHHbIX
peruonax. be3z HeoO6xoaUMOro JiedeHus 3a001€BaHUE MOXKET IIPU-
BECTH K JIETATEHOMY UCXOJTY, CBI3aHHOMY C TSDKEJIOH TaHIUTOIIe-
HUEH U IPHCOEANHEHNUEM BTOPUYHBIX HHDEKIHH.

Onucanue kaunudeckoeo ciyyas. Mansauk, 10 mec, rocriura-
nuzupoBad B JII'’KBb Ne 9 umenu I'H. Cnepanckoro Ha 12-e cyt-
k1 3aboneBanus. Pe6EHOK 3a001€e1 OCTPO ¢ MOBBIMIEHUS TEMIIe-
partypsl Tena 10 39°C, CHIDKEHUS allleTHTa, 0TMeYanaach OJHO-
KparHas pBoTa. Crennuueckoro jJe4eHus He noiayvai. 3a 6 mec
JI0 Hayana Oone3Hu peOEHOK mocenan ApMEHHIO, TOABEPraics
yKycaMm kKomapoB. [Ipu ocMoTpe coctosiHue Tskénoe 3a cu€r de-
OpWIILHOM TMXOPaAKH, criieHoMeranuu (+6 cm). [Ipu naboparop-
HOM 00CJIeZI0BaHUHU: TeMOIIO0UH 67 /11, HelTpodunsl 380 Ki1/MKJ,
C-peaxtusHblii 6enok (CPB) 75 mr/n, npokansuntonus 0,79 Hr/m,
D-gumep 41 971 ur/mi. Ha3naueHa aHTHOAKTEpUabHAS TEPAIHS
AMITUIIAH + cynbOakram. O0cenoBaHne Ha OCHOBHBIX BO30Y/IH-
TeJIeH PeCITMPaTOPHBIX BUPYCHBIX HH(EKIHH — pe3yabTaThl OT-
puLarenbHble. B nuHamMuke oTMeuanuch CHIKEHHE YPOBHS TPOM-
6o1utoB (89 Teic/MKIT), HeliTpodunos (170 ki1/MKIT), HApacTaHue
CPb (85 mr/m). CMmeHa anTHOaKTepuanbHoi Tepanuu (uedenum,
MeporieHeM) — 0e3 3¢dexra. KoHcymbranus remaronora: moao-
3peHue Ha JIeHKo3, MpoBeAeHa KOCTHOMO3ToBasi MyHKIus. Jna-
THO3 OCTPBIil JIeHKO3 He MOATBEPKIEH, 00HAPYKEeHbI Leishmaniae
donovani. YcTaHOBICH KIMHUYECKHH AUarHo3: JIEHIIMannos, BHC-
uepanbHas Gopma, Tshxénoe TeueHne. HazHaueHbl JTUIMHIHBIA KOM-
iekc aM(poTepunrHa B 5 MI/KT B CyTKM BHYTPHBEHHO KaIleJIbHO
B TeucHue 7 JHel, ONHOKPATHOE BBEACHUE CTUMYIIITOPA I€MOIIO0-
932 — ¢unrpactuma 50 MKI/KT MOAKOKHO. [TaiieHT BeIHCaH Ha
13-e cyTKH TOCIUTANIN3ANNN C KIMHIYECKUM yiIydimeHuem. Ye-
pe3 3 Mec moce BEIMHCKU PeOEHOK MOBTOPHO TOCIUTATM3UPOBAH
¢ muxopaakoit 1o 37°C, cHuxeHreM remonioduHa 10 76 1/1 no
JITaHHBIM aMOynaTopHoro oocuenoBanus. IIpoBeieHa KOCTHOMO3-
roBasi MyHKUHs: OOHapyXeHbl Leishmaniae donovani. [Jluarnoctu-
POBaH pelHIUB BUCLEPAIBLHON (HOPMBI JieiimManno3a. PekomeH-
JIOBaH MMOBTOPHBIH Kypc amdoTrepuiinia B, jedeHue npepBaHo 1mo
MHUIATHBE POIUTENCH MalueHTa.

3axniouenue. TsKecTh TeUEHHs BUCLIEPATIbHON (HOPMBI JIeHIII-
MaHHO03a Y JaHHOTO MAllUEHTa, a TAKXKE PEAKOCTh 3TOro 3a00JeBa-
HUS IeNIal0T HeOOXOAUMBIM ITOBEIIICHUE OCBEIOMIEHHOCTH Bpa-
4ell 0 JaHHOM MaTOJNIOTHH U MOKA3bIBAIOT 3HAYMMOCTH TIIATEIb-
HOTO cOOpa AMUAEMHOIOTHIECKOTO aHAMHE3a.
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PA3BUTUE BONTYAHOYHOMNMOAOBHOIO
CUHOPOMA Y NALMEHTA C BONE3HbIO KPOHA
HA ®OHE NPUEMA AOANTUMYMABA

Koponéea O.A.", lpoxopeHkoBa M.O.",
AHyuweHko A.O.2, YconbueBa O.B.?

HayuHbin pykosoauTtens: npod. A.C. Notanos

"MepBbIt MOCKOBCKUIA rocyAapCTBEHHbIN MEANLMHCKAIA
yHuepcuteT numenn N.M. Cevernosa MuHsapasa Poccumn
(CeyeHoBckuit YHuBepcutet), Mocksa, Poccus;
2HaumoHanbHbIi MeaNLIMHCKMIA CCreaoBaTenbCKUM LEHTP
3p0opoBbs getert Munsgpasa Poccun, Mocksa, Poccus

Knouesbie criosa: knuHu4eckul cryyvali, demu, 6051€3Hb
KpoHa, sonyaHo4Honodo6HbIlU cUHOPOM

Axmyansrnocms. IHTHOUTOPH! (hakTopa HEKPO3a OIIYXOJIH-0
HIMPOKO MCHONB3YI0TCA uis JedeHus 6one3nu Kpona (BK). He-
CMOTpS Ha YacCTYI0 MHIYKIHUIO MPOAYKINHU ayTOAHTHTEN Y TallH-
€HTOB, MOJY4arOIX HHIHOUTOPHI (haKTOpa HEKPO3a OIYXOJIH-a,
pas3BuTHE BoTyaHouHOononooHoro cunapoma (BIIC) BcTpeuaer-
csl TOBOJIBHO pefko. Llenpro mpezcTaBieHus 3Toro KIIMHUYECKO-
ro ciryyas siBisieTcsa AeMoHcTpanus passutusa BIIC y manuenTa ¢
BK nHa done Tepanuu agamuMymadoMm.

Onucanue kaunuyeckozo cayyas. JleBouka /., 13 net, OonpHa
¢ 2017 r., xora NOsSBUIINCH >KaI00bl Ha 3aellbl B yIiiax pra, 00ib
npu aedekaiuu, KpoBs B cryne. B ssuBape 2020 . B HMUIL] 3710-
POBBSI IeTeil Ha OCHOBAHUH JTA0OPATOPHBIX M HHCTPYMEHTAIBHBIX
W3MEHEeHUH ObLT ycTaHoBIeH nuaro3 bK, Ha3HaueHa Tepanus Me-
canasuHoM. B jaspHeiiem B CBSI3H C IPOTrpeccCupoBaHueM 3a00-
JIEBAHUS TOJIyYalla TePANHIo PEJIHU30JI0HOM, a3aTHOIPHHOM.
B Hos10pe 2021 1. B cBsi3U ¢ HEIDPEKTHBHOCTHIO paHee Ha3HAYCH-
HOTO JiedeHUs peOEHKY NpOBeeHa HHUIMALNS TeHHO-HHKEHEP-
Hoii Ouonorndeckoii Tepanuu (I'MBIT) ananumyma6om. Ipu ro-
criutanu3anuu B anpesue 2023 1. oTMeuaroTcs sipkasi THIIepeMust
CKJIEp, IPEMMYILIECTBEHHO CIIPaBa, AMHU30/IbI TOJIOBOKPYKEHHS 1
MOTEPU CO3HAHMA B paHHHE YTPEHHHUE Yachl, KOPOUKH 32 YIIAMHU,
YYacCTKH TUIIEPEMHUH U HIETYIICHNS B 00J1aCTH OOJIBIINX TTOJIOBBIX
ry0, 6€nep, Aroaull, BOCIIaINTEIbHbIE H3MEHEHHS B JIEBOM TOJIe-
HOCTOITHOM cycTaBe. JJabopaTtopHO BBISIBICHO ITOBBIIIEHUE YPOB-
Hs aHTUTeN K ABycrnmpanbHoit JIHK, antunykiaeapHoro ¢akropa
(AH®), nonoxxurenbHbINA BOTYaHOUHBII aHTHKOArYIIsHT. [TpoBene-
Ha KOHCYJIBTalus 0TaabMojIora — JUarHoCTHPOBAH JIBYCTOPOH-
HUI OCTpbIi nepenHuii yBeut, obocrpenue. [Ipu MaruutHo-pe3o-
HaHCHO! TOMOTpaduy JIEBOTO TOJIEHOCTOITHOTO CYCTaBa BBIsSBIECHA
KapTuHa cHHOBUTA. [10 JaHHBIM IPOBEAEHHOTO 0OCIEIOBaHUS pe-
OEHOK KOHCYIBTUPOBAH PEBMATOJIOTOM: BEPOSITHO PAa3BUTUE BOJI-
YaHOYHOIOJO0HOTO CMHApOMa Ha (oHe mpuéMa aganuMymada.
Jlnst KynupoBaHHsT BOCHAIUTENBHBIX U3MEHEHUH WHUIIMUPOBa-
Ha Tepanus HHrHOUTOPOM SIHyC-KHHA3 yraaanutaauoom. Ha ¢o-
HE OTMEHBI afalnMyMada UCUE3NH BOCTIATNUTEIbHBIE H3MEHEHHS
B I'OJIEHOCTOITHOM CyCTaBe, CHU3MJIACh aKTUBHOCTb yBEUTa, HOP-
MaJIM30BaJIICh Ja0OpaTOpHbIC OKa3aTeIl aKTUBHOCTH OOJIE3HU.

3axnouenue. Pazsurue BIIC MoxeT conpoBoxnarscs cyode-
OpWIIbHOM JINXOPaJIKOH, CYCTaBHBIMH M KOYKHBIMU U3MEHEHHSMH,
nosiBiienueM B kpoBu AH®, anturen k IHK u crars BoaMoxHOM
MIPUYMHON BO3SHUKHOBEHHS MOJIMOPTaHHBIX HApYIIeHUH. B cBsi3n
C PHCKOM Pa3BUTHS HEXENaTeNbHBIX ayTOMMMYHHBIX PEeaKIuii He-
00X0IMMO TIIATENbHOE KIMHUYECKOE U HMMYHOJIOTHYECKoe 00-
ClI€ZIOBaHME MALIUEHTOB, KOTOPbIM IpoBoanTcs nedenue I'MBII.

BONE3Hb KPOHA, ACCOLIMUMPOBAHHAA
C BONE3HbLIO KACTIIEMAHA

KpacHoBupgoBa A.E.', 3eHkoBa K.U.2

HayuHble pykoBoautenu: npod. A.C. NMoTtanos,
[oKTop Mea. Hayk B.A. CkBopuoBa

"MepBbIt MOCKOBCKMIA rOCy4apPCTBEHHbIV MEANLIMHCKAIA
yHusepcuteT umenn .M. CeueHosa MuHsgpasa Poccumn
(CeuveHoBckumn yHmBepcutet), Mocksa, Poccus;
2HaumoHanbHbI MEAULMHCKUIA MCCNEN0oBAaTENLCKUNA LIEHTP
3pnopoBbs ageten MuHsgpasa Poccuun, Mocksa, Poccus

Knrouesnie criosa: knuHu4eckul criyqal, demu, 6051€3Hb
KpoHa, 6onesHb KacmnemaHa, QuazHocmuka

AxmyansrHocms. B naHHON paboTe NpeacTaBlieH YHUKAIbHBINA
ciyuaii 6one3nu Kpona (BK), acconuupoBanHoii ¢ 6one3nbto Ka-
CTJIeMaHa, 4yTo paHee He ObuTo onucano B nneauarpuu. BK — xpo-
HUYECKOE BOCHAIUTEIbHOE 3a00JICBaHUE KETYJOUHO-KUIIEYHOTO
TpakTa. bonesnr Kactnemana — penkoe nmumdomnponudeparus-
Hoe 3a0011eBaHNe, aCCOLMMPOBAHHOE C ITMPOKHM CIIEKTPOM HEO-
IUTACTHYECKHUX M ayTOMMMYHHBIX cocTosHMH. HecMoTps Ha pas-
JUYHBIC KIIMHUYECKHE MPOSBICHUA, 3TH 3a00JeBaHus 00benu-
HSIET KJIF0YEBOE 3BEHO IMATOTeHe3a — IOBBIIICHHAs HKCIIPECCHUs
MIPOBOCTIANIUTENBHBIX IIUTOKUHOB, B YACTHOCTH MHTEpJIEHKHUHA-0,
YPOBEHB KOTOPBIX KOPPENUPYET ¢ TshKecThio kKak BK, Tak n Gones-
uu Kactiaemana. OcoOblit HHTEpEC MPECTaBISET COYETAHUE STHX
opdaHHBIX OPM ITATOJIOTHH.

Onucanue xaunuueckozo cayuas. B ractposHTeponornye-
ckom otnenennn HMULL 310poBes neteii HabinrogaeTcst 1eBoYKa
11 et ¢ muarso3om BK, ne6Grot B 10 jeT ¢ abnoMHuHAIBHOK 00-
7, IOTEPH Macchl Tena. [Ipu rocnuranu3anii 0TMEYallach BbI-
cokasi BocrnianuresbHas aktuBHOCTH (COD 49 mm/u, C-peakTHB-
HBIH Genok 64 Mr/m), netikonenust o 3,57 % 10%/1, mumdonerus
10 0,97 x 10%/1, nuxopaka, Tsokénas OeJIKOBO-OHEPreTHYECKAs He-
JOCTaTOYHOCTS (Z-score UHJEKC Macchl Tena/Bo3pact =—3.2). Ilo
JAaHHBIM TIPOBEIEHHOTO 00CIIeI0BaHMs BBISBICHBI S3BbI MIIEOLIE-
KaJbHOM 00nacTv, HHQUIBTPAT OPIOIIHOM MOJIOCTH, MEXKKHUIIIEY-
HBIE CBHILH, YIACTKH CTEHO3a, B CBS3H C UeM ObLIa IPOBEIeHa pe-
3eKLHs TEPMUHATIBHOTO OTAEINA MOB3IO0IIHON KHUIIKH C HaJIOXKe-
HHEM HJIe0CTOMBL. MOp(hOIOrHUeCKH BBISIBICHO I'PaHYJIEMAaTO3HOE
BocriasieHne. VIHMnnmupoBaHa aHTHIIUTOKMHOBas Teparnust bK ana-
JMMYMa0oM C MOJIOKUTENbHON AMHAMUKOW. B nanbHeiimem npu
o0cnenoBaHNK 0OHApY)KeHO 00BEMHOE 00pa30BaHUE B CPEHIOCTE-
HuM. [TpoBeneHO TOpakoCKONMMYECKoe yaaleHne 00pa3oBaHus U
HPUISKAIIX TUM(GATHUECKUX Y3710B. [ MCTOIIOTMYECKH BBIsBIIE-
Ha aHrHO(OJUTHKYJISIpHAs THIIEpIUIa3us JTMMQPATHYECKOro y3ia,
ycraHoBieHa 6one3ns Kactiiemana. Ha ¢one npoBoaymoii tepa-
MUY U HyTPUTHUBHOU MOJIEP’KKU C BKIIOYEHUEM IPOAYKTOB 3H-
TepanbHOTO MUTAHMS OTMEYaIach MprOaBka Macchl Tena (Z-score
WHJIEKC Macchl Tena/Bo3pact = —1,06). [Ipu KoHTpoIBEHOM 00CIIe-
JIOBaHWMH JAHHBIX 32 PELIUANB HOBOOOPA30BaHUs HE BBIBICHO, 1O~
cTurHyTa pemuccusi bK, npoBenieHo 3aKpbITHE HIIEOCTOMBI C Ha-
JIO)KEHHEM aHaCcTOMO3a.

3axniouenue. PanukanbHoe XUpYprudeckoe ynajieHue mnopa-
KEHHBIX JIMM(DATHIECKUX Y3IIOB MPH JIOKATBHBIX popMax O0JIe3HH
Kactnemana no3Bossier J00UThCsI CTONKO#M peMHUCCHH, HO COCTO-
SIHIE OIMCAaHHON OONBHOH TpeOyeT MPONOKEHUSI TEPANU U TU-
HAMUYECKOTO HAaOIIOJICHUS, TIOCKOJIBKY BBISIBIICHA 00YCIIOBJICHHAS
BK runepnpoayKius TMTOKWHOB, B TOM YHCJIe UHTEPIIEHKHHA-0,
WTPAIOILEro KITI0YEBYIO poJib B HatoreHese 6one3nu Kacriemana.
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CUHOPOM ALUEPA Y JEBOYKN-MOOPOCTKA

Kpuywuna O.B.
HayuHbin pykoBoguTtens: goueHT O.U. N'ymeHIok

CapaTtoBCKkuii rocyAapCTBEHHbIN MEQULMHCKUAIN YHUBEPCUTET
umeHn B.U. Pasymosckoro MuHsgpasa Poccun, Capatos,
Poccus

Knrouesnie criosa: knuHudeckul criydad, 0emu, cUHOPOM
Awepa, duaeHocmuka

Axmyansnocms. Cuaapom Amepa (Yiiepa; BpoykaEHHAS Hel-
POCEHCOpHAs INIyX0Ta U IMTMEHTHBIA PETUHUT) — ayTOCOMHO-pe-
neccuBHOE 3a00eBaHue, MPOSBIAIOIIEECS HAPYIIEHUEM CIIyXa,
BECTUOYIISPHON NUCPYHKIIMEH U TUTMEHTHBIM peTHHUTOM. Ha
9TOT CUHZIPOM NPUXOJUTCS MOYTH MOJIOBUHA BCEX CIIy4aeB coye-
TaHHOM HACJIECTBEHHOMN INIyXOTHI U CJICMOTHI.

Onucanue xnunuvecxoeo cayuas. bonpHas E., 17 ner, ¢ xano-
06aMu Ha IPOrpeccUpyIollee CHUKEHHE OCTPOTHI 3pEHHUsI, 0COOEH-
HO B TEMHOE BpeMs CyTOK, U ciyxa. [Iporpeccupyromiee cHuxe-
Hue ciyxa ¢ 10 iet, ocTpoTHI 3peHust 1 HUKTajgonus — ¢ 15 jer.
Ha 1-m rony »u3HM 0TME4anoCh OTCTaBaHUE TICUXOPEUYEBOTO Pa3-
ButHus. CeMelHbII aHaMHe3 OTSTOIIEH 110 ATOJIOTHH IV1a3: 6aly-
Ka JIEBYILKHU 110 OTLOBCKOI JinHUM ocieruia B Bozpacte 40 net. O6-
yuaeTcs B CHeHaIN3UPOBAaHHOM HHTEPHATE JUISl C1a00CIbIILIAIIX
JgeTei. Y MalMeHTKH OTMEYAroTCs HUKTAJONUS, MJI0X0€ Pasiiu-
4yeHue IBeToB. [Ipu mpoBeneHNH CypIoIOrHIecKoro odcienoBa-
HUSI: HEHPOCCHCOPHAs TYroyXocTh (JIEBOE YXO — 3 CTEIeHH, Ipa-
BO€ yx0 — 2 creneHn). [Ipu odraabMonoruyeckoM ocMoTpe Obl-
JIO BBISIBIIEHO pe3koe cHIkeHne octpotsl 3penus (OD 0,1 u OS
0,1), cy>xeHue nonei 3peHus 10 5 rpasycoB, IOMyTHEHHE CTEKIIO-
BUAHOTO Tena, Muddy3HOE UCTOHUSHNE CeTYATKA M HCTOHYCHUE
HelpoanuTenus ¢ obenx ctopoH). [IpoBeneHo nccnenoranue «Ba-
pHaHTBl HYKJIEOTUAHOM IOCIIEA0BaTEIbHOCTH HEOIPEAETIEHHOTO
3HAUEHHMs1, UMEIOLIIE BOBMOKHOE OTHOILICHUE K (PeHOTUITY» (TIpO-
rpamma REGINA, MI'HII um. H.I1. BoukoBa). Y 60nbHO# BBISB-
JIeH ONMCAHHBIN paHee BapUaHT HYKJICOTUIHOW IOCIIe10BaTElNb-
HOCTH B 9k30He 13 rena USH2A, npuBOIAIINI K MUCCEHC-3aMe-
HE, B TeTEePO3UTOTHOM COCTOSHMM. BBISBIIEH Takke ONHMCaHHbIHI
paHee BapHaHT HYKJIEOTUIHOU MOCIIEN0BaTeIbHOCTH B 9Kk30HE 30
reHa USH2A, npuBOSIIIMI K MUCCEHC-3aMEHE, B TeTEPO3UTOTHOM
COCTOSIHUM. Y YHTHIBasi HAINYKE Yy MAIIUEHTKH BPOXKAEHHON HEH-
POCEHCOPHOM ITyXOThI, IPU3HAKOB IIMI'MEHTHOTO PETUHHTA (BBI-
pakeHHasl CTeTIeHb OJIM30PYKOCTH, TyHHEIEHOE 3pEeHHe, HUKTAJIO-
MUs1) M IBYX MaTOTEHHBIX BapuaHTOB B reHe USH2A nuarHocTu-
posan cunapom Amepa (OMIM 276900).

3axnouenue. IlpencrapiaeHHbI KIMHUYECKUH ciTy4ail TeMOH-
CTPUPYET KJIACCHUECKUE CUMIITOMBI CHHpoMa Aliepa (TUrMeHT-
HBIA PETHHUT, HEMPOCEHCOPHAsl TyTOYXOCTb), HOATBEPKAEHHBII
MOJIEKYJISIPHO-TeHETUIECKUM aHaIu30M. B HacTosee Bpems npu
CHHAPOME PEKOMEHAYETCSI Teparusi BATAMHHOM A, CIOCOOCTBY-
I01Iasi OTCPOUKE Pa3BUTHs MOJTHOM ciienoThl Ha 10 yet; pazpaba-
TBHIBAIOTCS] UMIUIAHTATHI ceTyaTku. HelipocencopHas TyroyxocTs ¢
HapyUICHHEM 3pEHUS SBIISETCS MIOKa3aHUEM JUIsl MOJIEKYJIIPHO-Te-
HETHYECKOTO 00CIIe/IOBaHUS MallEeHTA.

OCOBEHHOCTWU KAYECTBA XXWU3HU OETEN
C U3BbITOYHOW MACCOW TEJNA U OXKUPEHUEM

Kyran A.A., PabuoBa E.I", BbiuaHeB A.A.,
MepwwukoBa E.A.

HayuHble pykoBoautenu: npod. U.B. EpwoBa,
A.T. PoroBuoBa

JlyraHckuii rocygapCcTBeHHbIN MEAULMHCKUIA YHUBEPCUTET
umenHn Ceatutens Jlyku, JlyraHck, Poccus

Knrouesnbie criosa: demu, oXXUpPEHUe, Ka4ecmeo XU3HU,
AuazHocmuka, fie4eHue

Axmyansnocms. VI30bITOUHAs Macca TeJla y MIKOIEHUKOB SIB-
JISIETCSI OZIHOM U3 aKTyaJIbHBIX IIPOOIEM 31paBOOXpaHEHHUs, C pac-
MPOCTPaHEHHEM KOTOPOI HPHYMHOXXAIOTCS U yCYTYOISIOTCS cCoMa-
Tryeckue 3aboneBanus. [Ipu n30pITouHON Macce Tena IPOUCXOAAT
M3MEHEHUSI TICMXOAMOLMOHAIEHOTO COCTOSTHUS peOéHKa. TyaHbIH
PEeOEHOK HEpeIKo MOIBEPKEH TUCKPUMHHALINH B IIKOJIE, YTO 0e3-
YCIIOBHO 3aTPYIHSAET COLMATIBHYIO aAaNTalHUIo0 B O0IIECTBE H CIIO-
co0CTByeT (JOPMUPOBAHUIO HU3KOH CAMOOLICHKH.

Lens: onpenenuts ocobenHocTH KauecTsa xu3Hu (KXK) y ne-
Tel C OXKUPEHHUEM.

Mamepuanvr u memoouvt. IIpoBeneHo oOcnenoBaHIe M-
IIMX IIKOJILHUKOB C UCIIONIb30BaHHEeM onpocHUKOB PedsQL 4.0 u
KXKITOMC-20 nns ananuza KK. B nenesyro BeiOopky Bouwim 91
WIKOJBHUK (44 neBouku U 47 manpunkoB). CpenHuii Bo3pact 00-
cienoBaHHbIX coctaBua 13,42 + 0,21 roma. OxxupeHue auarto-
CTHPOBAJIOCH NPH MHJIEKCE MAacChl Tejla CBBIIIE 95 mepueHTHIIs.
I'pymmy koHTpOIIs cocTaBriy 112 MpakTHYECKU 3A0POBBIX MIKOJIb-
HHUKOB 0€3 O’KUPEHHS, CONOCTABUMBIX C 00CIEIyeMBIMH MO T10-
JIy ¥ BO3pacTy.

Pezynomameoi. JIeBOUKH ¢ 0)KMUPEHUEM HIDKE OLIEHUBAJIHN MTOKa-
3aTey SMOIHOHANBHOTO (p = 0,032) 1 mIKOIBHOTO (QYHKIIMOHUPO-
Banus (p = 0,044), B TO BpeMsl KaK MaJIBYUKU UMeTH 0oJiee HU3KHUE
nanHble pusnueckoro acrekta (p = 0,024). [To qaHHBIM OMIPOCHHU-
ka KOKZIIOMC-20 ycranosineHo, uto 25 (27,47%) pecnoHIeHTOB
9acTo YyBCTBYIOT ce0s oquHokumH, 31 (34,07%) mMansuuk us-3a
M30BITOYHOW MacChl TeJla OTMEYas TPYIHOCTH 3HAKOMCTBA C Jie-
Boukamu. AHanus KK 64 nereif ¢ ooxupenuem 6e3 0CIOKHEHUH U
27 neteit ¢ MeTabOJIIMYECKUM CHHIPOMOM OKa3al, YTo Y JIeTeH ¢
MeTabOoIMYeCKUM CHHAPOMOM 3HaunTenpHO damre (p < 0,05) pe-
rucTpupoBaics yposeHb KXX Hike ynoBneTBopuTeIbHOIO —y 8
(29,63%) nereil, HeYIOBIETBOPUTENBHBIH — y 9 (29,6%), mio-
xoit — y 4 (14,81%). @uzuueckoe GpyHKIIMOHUPOBAHUE JETEH C
HEOCIIOKHEHHBIM OXKUpPEHUEM Ha 6,59 GaJlia peBbIIIao Nokasa-
Tenu fere ¢ merabonunueckum cunapomoM (p = 0,019). 3nauenus
SMOLMOHATBHOTO (DYHKIIMOHUPOBAHHMS OBUIN HIDKE Y IeTel ¢ Me-
TaboNINYeCKUM CHHIPOMOM Ha 7,73 Gamna (p = 0,029).

3axnouenue. TlokazaTenn YMOIMOHAIBHOTO U COLIMAILHOTO
KoK mixonbHUKOB, CTpagaromyx OKUPEHUEM, 3HAYUTEIBHO CHU-
JKEHBI 110 CPAaBHEHUIO C MTOKA3aTEJISIMH MX 3J0POBBIX CBEPCTHUKOB.
VY neBodek ¢ M30BITOYHOM Maccoil Tesla OTMEUAIOTCsl CHU)KEHHbIC
ACTIEKTHI SMOIIMOHAIBEHOTO M MIKOIEHOTO (PYHKIIMOHUPOBaHHS, Y
MaJIBYHKOB — (DPU3UYECKOTO (PYHKIIMOHUPOBAHHS.

* %k ok
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PEHOBACKYINAPHAA APTEPUATIbHASA
TMNEPTEH3UA Y LUKOJNTIbHUKA

KyuepsBeHkoBa [0.C.
HayuHbin pykosoauTtens: U.B. NMusHiop

Psi3aHckuin rocygapCTBEHHbI MEANLIMHCKNIA YHUBEPCUTET
mmeHn akagemuka W.I. Naenoea MuHsgpasa Poccun,
Psasanb, Poccus

Kniouesnbie criosa: knuHu4eckul cry4dadli, demu, emopuyHasi
apmepuarsbHas eurnepmeH3usi, duazgHocmuka, fie4eHue

Axmyanenocms. B HacTos11ee BpeMs HaOII0AaeTCs poCT 3a-
6GoJyeBaeMOCTH BTOPUYHOM apTepuanbHoi runepreHsueii (Al)
Cpenu JeTeil U MOAPOCTKOB, UTO SIBISIETCS aKTyaJlbHOU M CephE3-
HoW npobnemoit. Yactoi nmpuunnoit A" sBisieTcst movyevHas mna-
TOJIOTHSI, KOTOPAask TPYAHO JUATHOCTHPYETCS Ha PAHHUX HTaIax.

OnucaHnue KiuHuvecko2o cayyas. Mansauk, 12 net, ot 1-i
GepeMeHHOCTH, pobl 1-e, cpouHble, pusnonornueckue. [1pu po-
)KaeHur Macca Tena 2980 r, irHa Tenna 52 ¢M, OLCHKa I10 IITKajIe
Amrap 7/8 6amos. Poc u pa3BuBaiics no Bo3pacty. [IpuBuBKH 110
HaILMOHALHOMY KaJleHaapio. [Ipy miaHoBoM MEAUIMHCKOM OCMO-
Tpe B mkoine 18.01.2022 y manpyrka ObUIO BBISBICHO TOBBIIICH-
Hoe aptrepuaibHoe aasienue (A1) no 200/120 mm pr. ct. 1o 3T0-
ro MOMeHTa xano0b Ha noseimenue AJl He Obuto. IIpu ocMotpe
nenuarpa yposerb AJ] 200/120 mm pt. cT. [Tocie BHYTpHBEHHO-
ro BBeJCHH 110a30iia U NanaBepruHa MOJIOKHUTETBHON THHAMUKH
He HaOJII0/1aI0Ch, IOATOMY PEOEHOK OBLT HAITPABJICH B MEIHATPH-
yeckoe otaeneHue. K Bedepy Toro e qHs peOEHOK ObLI IepeBe-
IléH B OTACJICHUE pCaHUMalluu U MHTEHCUBHOM TCparu B CBA3U
C TeM, YTO MOBbIIeHUE YpOBH: AJ] He KyHpOBaJIOCh aHTHTHIIEP-
TEH3UBHBIMU CpecTBaMU. bbII0 IpoBeieHo KOMILIEKCHOE obcite-
JIOBaHHUE: MPHU YABTPA3BYKOBOH qoNmieporpaduu CoCyJ0B MOYeK
BBISIBJICHA M3BUTOCTH MPaBOi move4yHoit aprepun. Ha ¢done ru-
MOTEH3UBHOM Tepanuu (3Hananpua 20 mr/cyT) ypoBeHb A/l co-
xpansuics B npeaenax 170/100-155/80 mm pr. cT. B cBsi3u ¢ aTHM
J103a sHananpwia Opiia yBennueHa a0 40 mr/cyt. [Ipu nposene-
HUH KOMIBIOTEPHOH TOMOTpaduu 3a0pIOIIIHHOTO IPOCTPAHCTBA
BBISIBIIEHO XPOHUYECKOE BOCIIAIIEHHE TIPABOH MOYKU M BPOXKAEH-
Hasi aHOMaJIHS Pa3BUTHS — J0OABOYHBIE TIOYEUHBIC apTEPUH Clie-
Ba. B Teuenue 2023 1. peOEHOK MOBTOPHO MOCTYIAJ B TOPOACKYIO
KIIMHUYECKYI0 OOJIBHUILY JUIst KOppekiuy Tepanuu. K KoHIy roga
Ha (one neuenus yposenb A/l nossimaercs 10 130/70 MM pT. CT.
[IponomxkaeTcs AMHAMHYECKOE HAOIIOCHHUE.

3axniouenue. Bpoxxi€HHAst aHOMAIHSI TIOYEK SIBIIIETCS YacTOM
MpUYKHOI BTOpUuHO# AT, KoTOpas MaHH(ecTHpyeT yaile BCero B
MOJIPOCTKOBOM Bo3pacte. BrisiBnenne Al' Ha paHHHX 3Tamax mo-
3BOJISICT CBOCBPECMEHHO BBIABUTH IIPUINHY 33.60J]CBaHl/lﬂ u 11010~
OpaThb a/IeKBaTHYIO TEPAIHIO.

MH®EKLMOHHbLIA MOHOHYKNEO3

M NOBbILWWEHHASA BOCMPUMMYUNBOCTb
K PELWOUBUPYIOLLUM 3ABONEBAHUAM
Y OETEN

NeoHosa E.A., Opnos U.B.

HayuHble pykoBoautenu: npod.
M.10. NanakTnoHoBa, E.I. KazapHoBa

MckoBckmiA rocygapcTBeHHbIV yHuBepeuTeT, [Nckos, Poccums

Kriroueenie crioga: demu, UHGDEKUUOHHbLIU MOHOHYK/IE€03,
duazHocmukKa, fie4eHue

Axmyanornocms. UHdeknonnsii MoHoHYyK€03 (UM) —
npeolianaromas BO3AyIIHO-KaneabHas HHpeKus y aereid. Bu-
pyc Onureiina—bapp (BObB) ciocoGeH noiaroBpeMeHHO coxpa-
HSTHCS B OPraHU3MeE M3-32 TPOITHOCTH K MMMYHOKOMIIETEHTHBIM
KJIETKaM, B 0coOeHHOCTH K JuMmpouutaMm. [lepcucrennus BOB B
OpraHu3Me MOXKET IIPUBECTH K CHIKEHUIO yucna T-nmumdonuros
¥ TYMOPaJIbHOTO UIMMYHHTETA, YTO YBEINIUBAET PUCK Pa3BHTHS
0OaKTepUaNbHBIX U BUPYCHBIX HHPEKIIHH.

Lenv pabomei: onpenenuTb 0COOCHHOCTH TedeHuss UM u
poib BOb-unpeknuu B GopMUpOBaHUY IPYHIIBI 4acToO Oonero-
KX JICTCH.

Mamepuan u memoowi. IIpoBenén ananus uctopuit 6oe3HU
23 nmeteit oT 4 10 7 NeT, MPOIIEANINX JIeueHue ¢ nuaraozom: UM
(BOB), TunuuHeIii, cpeaHeTsHKENas popMa. DTHONOTHS 3a00eBa-
Hus noATeepkaeHa Meronamu MDA u TT1P B tumdonurax kpou.

Pesynomamer. Y 4 (19%) nereit Habnronanock ocTpoe Teye-
Hue BOb-undexuun. Ilocne Mecsia KIMHUKO-CEPOIOTUIECKOTO
MOHHUTOPHHTA IIOJIHOE KIMHUYECKOE Oarornoiryyue 0TMeqasioch
y 3 (13,1%) nereii. Uepes 3 mec yimydlleHUE COCTOSHUS U HOp-
MaJH3aIys 1ab0paTOPHBIX MoKa3aTeneil oTMedaucs y 6 (26,2%)
00MBHBIX. 3aTsHKHOE TeUeHUe 3a001eBaHus BhIsABIEHO Y 12 (52,2%)
JIeTeH, IPOSBIUIOCh KIIMHUYECKUMH cuMntoMamMu IM: numda-
JCHONATHsl, 3aJ0KEHHOCTh HOCA, FelaToMeraius, acCTeHOBEre-
TaTUBHBIA CHHIIPOM Ha MPOTSHKEHUU 3—6 Mec u BbisgBiaeHue [gM
VCA B ceiBopoTke KpoBH. Y 8 (34,7%) O0NBbHBIX OBLIO XpOHUYE-
ckoe Teuenre UM: mmutenbHbiil cyodeOpuinTeT, reHepatn3oBaH-
Has JiuMageHonaTHs, 3aJ0KEHHOCTh HOCa, OOHAPYKEHHE MapKe-
poB aktuBHON BOb-unexuun B kpoBu. Y 6 (26,2%) naueHTos ¢
XpOHHYECKHM TedeHneM BOB-nHpeKkn KIMHnYeCcKre CUMITTO-
MBI 1 JJaDOpaTOpHbIE MTOKA3aTeNn CTaOHIM3UPOBAINCH Yepe3 9 Mec
nocite 3adoseBanus. Y 6 (26,2%) malueHToB BRISIBICHA HOPMaIIi-
3a1ust OOBEKTUBHBIX M CEPONIOTHUYECKUX TTOKa3aTeel depes Tox
nociue nepenecénHoit BOB-undekuun. Peunausupytoriee teue-
Hie M, nonTBepkIEHHOE CEPOTOTHUECKIUMHU 00CIEIOBAHUSMHU U
obnapyxenueM IgM VCA, IgM NA-1, IgG EA, nabnronanocs y 3
(13,1%) nereii. ¥ 5 (21,7%) nereii Obl10 TaTEHTHOE TEYEHUE, TIPH
KOTOPOM Ha ()OHE OTCYTCTBHSI CAMITOMOB akTUBHON BOb-nHbex-
1uH BeIBILUTUCH Mapkepsl [gM VCA. Tlo naHHBIM KITMHUKO-JIa-
GopaTtopHOro 00CiIe0BaHUs B TeUeHHE 12 MecC BBISBJICHO, 4TO 13
(56,5%) nereit n3 yncna o0CIIENyEMBIX TOIBEPKEHBI YACTHIM 3a-
GoneBaHAM. 3a TO/l OHU UMeNU 6—7 PecHUpaTOPHbIX 3MU30/0B,
17 (76,9%) u3 HUX cTpajanu OT PELUUIUBUPYIOMUX OPOHXUTOB,
11 (46,2%) umenu otutsl, 9 (38,5%) — CHUHYCHTHI.

3axnouenue. Ilpu UM, Be13Bannom BOb, netn mmerotr pas-
HbIe BapHaHThl TedeHHs. OHU 4acTo OOJEIOT PEKYPPEHTHBIMU HH-
¢dexuusamu, 6onee yeM y 50% pas3BuBaroTCs OaKTepUaIbHBIE OC-
JIO)KHEHHUS.
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CWUHOPOM KO®®UHA-CUPUCA Y OETEN

NnteuH H.A,, LLlameHkoBa A.A.
HayuHbin pykoBoguTtens: goueHT O.U. N'ymeHIok

CapaTtoBCKkuii rocyAapCTBEHHbIN MEQULMHCKUAIN YHUBEPCUTET
umeHn B.U. Pasymosckoro MuHsgpasa Poccun, Capatos,
Poccus

Knrouesnie criosa: knuHudeckul criydad, 0emu, cUHOPOM
KogpgpuHa—Cupuca, duaeHocmuka

Axmyanvrocms. Cuanpom Koppuna—Cupuca (CKC) — pen-
KM CHHIPOM C ayTOCOMHO-JIOMHHAHTHBIM THIIOM HacjeloBa-
HUS, XapaKTePU3YIOIUICsS MHOTOO0Opa3ueM KIMHHYECKOW CHM-
NITOMaTHKH, CPEAN KOTOPOI 4acTO BCTPEUAIOTCs TPpyOble YepThI
JMLA, 3a/1eprKKa IICHXOPEYEBOT0 U (PU3NIECKOTO Pa3BUTHUSL, CYAO-
pory, Tyroyxocts. Beienstor 12 tunos CKC, cBsi3aHHBIX ¢ My-
TallUAMH B pa3iuuHbIX reHax. ARIDIB, ARIDIA, SMARCBI,
SMARCA4, SMARCEI, ARID2, DPF2, SMARCC2, SOX11, SOX4,
SMARCDI n BICRA. YactoTa BCTpE4aeMOCTH COCTABIISIET MEHEE
1 : 1000 000 yenoBexk.

Onucanue kaunuyeckux cayyaes. Ilamuent B., 2 rona, ¢ BbI-
PaKeHHOM 3a/Iep>KKOIl ICHXOMOTOPHOTO pa3BUTUs. OcoOeHHOCTH
(heHOTHIA: CKOIIEHHBIH 100, BEICTYIAIOIINH 3aThUIOK, HU3KOIOCA-
JKCHHbIE MaJICHbKHE YIIHbIC PAKOBUHBI, MUKPOTHATHS, MaJICHbKUI
POT, paciienHaa TBEPIOro HEOA, IK30(TAIBEM, KOCOIIa3ue, IHPO-
KHAH QUIBTp, CTOMA «Kavaikay, nedopMarys maibleB CTOIl, OT-
CYTCTBHE JUCTAJbHBIX (haaHr Ha MATHIX NANBIAX PYK U HOT. [Ipn
HOJIHOTeHOMHOM cekBeHupoBanuu (WGS) oOHapysKeH maToreH-
Heiid BapuanT B reHe BICRA (CKC, tun 12). [Tauument U., 5 ner, ¢
3a/IePXKKOH MCUXOMOTOPHOTO pa3BuTHs. OCOOEHHOCTH (DEHOTHIIA:
THIIEPTETIOPU3M, IMUPOKUH (HUIBTP, MIUPOKHU JI00, B3NEPHYTHIC
HO3IIpH, Tpe3yoell, canaaneBuaHas menb. [Ippy WGS o6HapyxeH
naroreHHbIit BapuaHT B rene ARID 1B (CKC, tun 1). [Tanuenr JI.,
6 JIeT ¢ BBIPaXKEHHOM 3aepKKOH pedeBoro 1 (pM3M4ecKoro pa3Bu-
THSI, YMCTBEHHOW OTCTAJIOCTBIO, THIIEPAKTUBHOCTHIO, HMITYJILCHB-
HBIM U arpeCcCUBHBIM MOBEICHHEM, HapyeHussMu cHa. [Ipu WGS
oOHapy»eH naroreHHbId Bapuant B rene ARID1A (CKC, tun 2).
ITanment /1., 5 1€t ¢ CymOpOKHBIM CHHAPOMOM, 3aAEPKKOH TICH-
XOpedeBOro U (HM3MIECKOrO pa3BUTH, TPYyObIMU YepTaMH JIHLA,
Tyroyxocteto. OcobeHHocTH eHoruna: cuHo(ppU3, rycThie pec-
HUIIBI, OOJBLION HOC C BBIBEPHYTHIMH HO3PSMH, MaKpOIIIOCCHS,
THIIEPTPHXO03 HIDKHUX KOHEYHOCTEH, CIIUHBI, OTCYTCTBUE AUCTAIIb-
HBIX (pajaHr Ha ISTHIX MaNbIax pyk u Hor. [Ipuy WGS obHapykeH
naroreHHsli BapuaHt B reHe ARID2 (CKC, tum 6).

3axniouenue. B oNMCaHHBIX KIMHUYECKUX CIIydasx JEMOH-
CTPUPYIOTCS KJIaCCUYECKUEe CUMITOMBI, XapakrepHsle 111 CKC:
3aJiep>KKa IICUXOPEUEBOro U PU3NYECKOTO Pa3BUTHSL, TPyObIe uep-
THI JINIIa, 0COOGHHOCTH CTPOEHUS MajbLEB PYK U CTOI, TpeOylo-
e auddepeHInanbHON TUarHOCTHKY € IM30MHBIME OOJE3HIMH
HakoruteHus (Mmykomnomnucaxapunossl 1, 11, Il Tumos, ManHO31103).
Onucanue KIMHUYECKUX CIIydaeB CIIOCOOCTBYET IMOBBILICHUIO
YPOBHS HACTOPOXKEHHOCTH B OTHOLIEHHH Op(aHHBIX OonesHel y
[IeIMaTPOB U Bpayeil CMEKHBIX CIEUAIBHOCTEH.

COBPEMEHHbIE TEXHONOI'M1 O300POBINEHUA
AETEW N NOAPOCTKOB, UMEIOLLINX
NOCTKOBMOHbIA CUHOPOM

Jluxo6abuHa O.A., Nlony6osa T.®., MaxmyToB P.®.,
CyxopykoBa J1.A., KapauaeBa E.C.

Hay4Hbin pykoBoguTtens: A.U. Bo6poBuLukas

Hay4Ho-uccnenoBaTenbCKUii UHCTUTYT AETCKON
KypopTonoruu, pmanotepanmm n MeanLMHCKON
peabunutauun, EBnatopus, Poccus

Knoyesble croga: demu, NocmKo8UOHbIU CUHOPOM,
rpoepamma eoccmaHosumesibHol mepanuu

Axmyansnocme. Peabunutaius feteil ¢ peKyppeHTHBIMHU pe-
crimparopasivMu HHexussvu (PP nomkHa CTpOUTHCS ¢ y4ETOM
9THONATOI€HETUYECKUX 0COOEHHOCTEH 1 MAaKCUMAaJIbHO YCTPaHATh
JcOananc MIMMYHHON CHCTEMBL.

L]envio pabomer ABUIIACH ONTHMU3ANNS peaOMINTAIIMOHHON
tepanuu gereit ¢ PPU B ycnoBusix gerckoro caHaropus.

Mamepuaner u memoowi. B Teuenne 2022-2023 rr. npoBeneHa
peabunuranus 130 GoJbHBIM JETAM B BO3pacTe 4—6 JIeT ¢ penu-
JTUBHPYIOIIMM OPOHXUTOM U JTApUHTUTOM. JlucrapmoHn4HOe (u-
3WYeCKOe pa3BUTHE 3a CUET M30BITKAa MacCHl Tela (B CpeJHeM Ha
13,2% =+ 1,1%) Gb110 ycTaHOBIECHO Y 4% MAlMeHTOB, 3a CUYET Jie-
¢dunura (11,5 £ 0,9%) — y 12%. Bee netu Obuiu pacnpenesieHsl
Ha 2 rpynnsl: ocHOBHY!O (n = 70), 2 koHTpoIsbHY!O (1 = 60). B pe-
a0WJIMTAIIMOHHOM IIPOrpaMMe HCTIOIb30BAINCh BUTAMUHOTEpAIIHS,
nedeOHas GU3KYIbTypa, Maccax IPyJHOH KIETKH, KIMaToTepa-
U1, B TOM YHCIIE adpoTepanusi, crejaeorepanus. /[eTin ocHOBHON
TPYIIIBI JOMOJHUTEIBHO HOMYyYaly apoMarepanuo. ApoMaduto-
Tepanus MpoBoauIach B TedeHue 20 MUH €XeAHEBHO, 15 ceaHCoB.

Pezynomamor. HamMu npoaHaIu3upoBaHbl JaHHbIE 00CIEN0-
BaHMs 130 nanueHToB, UMEBIINX B aHAMHE3€ PELUIUBUPY IO
OpPOHXUT WM PEUUIUBHPYIOLIUI JIADUHTHT. Y OOJBIIMHCTBA Ma-
IUCHTOB JIeOI0T OPOHXKTA WM JIADUHTUTA HAOIFOIAJICS B BO3pac-
Te 10 1,5 net. B nanpHelinem okoso 65% HaOI0maeMbIX ASTEH
umenu PPU 7-9 pa3 Ha npoTskeHuH rofa, OKOJI0 TPETH NalueH-
TOB — yarttie 9 pa3 B rof. [Ipakruuecku 80 manueHTOB UMEIH OTS-
TOIIEHHBIN AJUIEProJIOTHYeCKUil ()OH U pe3uayaabHO-OpraHnuye-
CKO€ TOpa)kKeHHE LIEHTPaIbHOI HEPBHOI CHCTEMBbI B aHAMHE3e€.
AHaInu3 COMmyTCTBYIOIICH MaTOJIOTHH TOKa3al, uTo y 2/3 jaetei oT-
MEYaJIHNCh XPOHUUECKUE OTONAPUHIOIOTMYECKUE IPOOIEMBI: pe-
LUAUBUPYIOIINNA OTHUT, THUIEPIUIAa3Hsl aleHOUIOB U XPOHUYECKUIN
aJICHOM T, C TaKOH 7K€ YaCcTOTOH OTMEYAIIOCh PAcCTPOICTBO Bere-
TaTUBHOW HEPBHOM cucTeMbl. bosee uem y 70% nereit umeno me-
CTO COYETaHHE Pa3IMIHBIX POPM COIMYTCTBYIOIIEH TaTOIOTUH. Y
BCEX HAOIOIABIIMXCS JeTel MporpaMMa BOCCTaHOBHUTEIBHON Te-
Pamuy B yCIOBHUAX CAaHATOPUSI BKIIIOYAIA KIMMaTOTEPAIHIO, Jieued-
HYIO (DU3KYIBTYpY, BUTaMUHOTepanuto (xonexanbiudepon 1000
ME exenHeBHO), Maccax, ObliIa TIOJIHOCTHIO pealn30BaHa, MOIy-
YeH 3HAYMMBIN 030PaBIUBAIOIINH 3)(DEKT, YTO CIOCOOCTBOBAIIO
VIYYIIEHHIO COCTOSTHHS 310POBbsI M IOBBIICHHIO HecTieduye-
CKOM pe3UCTEHTHOCTH OpraHu3Ma.

3axnouenue. IlporpaMma BOCCTAaHOBUTENILHOM Tepamuu Je-
teit ¢ PP B ycnoBusix canaropust sipnsiercst 3 ()EeKTHBHBIM Cpell-
CTBOM O3710POBJIE€HHS OOJIBHBIX C IOCTKOBUHBIM CHHIPOMOM.
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PUNOMEHOTUNMUYECKUE XAPAKTEPUCTUKKU
OETEN C BROXHEHHbIM NUNOPOCTEHO30M
N ATPE3VUEN OBEHAOQUATUNEPCTHOW KULLKA

Makawos .M.
Hay4yHbin pykoBoguTtens: npod. O.K. BorBuHbeB

MepBbit MOCKOBCKMIA rOCY4apPCTBEHHbIN MEANLIMHCKAIA
yHuepcuteT numenn N.M. Cevenosa MuHsapasa Poccumn
(CeyeHoBckuit YHuBepcutet), Mocksa, Poccust

Krroueabie crioga: demu, MOPOKU pa3sumusi, nuIopOCMeHO3,
ampe3susi 0seHadyamurnepcmHoU KUWKU, duagHOCmuKa

Axmyanbrnocms. Bpoxka€HHbIE TOPOKU MHUILEBAPUTEIBHON
CHCTEMBI BCTpeYaroTcs ¢ yacTtoToil 3—4 ciyyas Ha 100 nepuna-
TaJbHBIX BCKPBITHH, cocTaBisi 21,7% Bcex aHOManui pa3BUTHS.
YuuThIBast SMOPHUOJIOrHIECKUEe 0COOCHHOCTH (POPMUPOBAHHMS pa3-
JIMYHBIX OTAEJIOB KHUIIEYHON TPYOKH, TIEAUATPHI U JETCKUE XUPYP-
T'M pacCMaTpUBAIOT aTpe3uIo JBeHaauarunepctHoi kumku (AI1K)
OT/EJIBHO OT aTPe3uy JPYTUX Y4aCTKOB TOHKOM KHUIIKU. ATpe3us
JIIK siBisieTcst OqHOW W3 YaCTBIX MPUYUH BBICOKOM KUIIEYHOU
HEIPOXOAUMOCTH Y HOBOPOXIEHHBIX U MilaZieHleB. Bpoxnén-
HbII TuniepTpodudeckuii munopoctenos (BI'T) spnsiercs yactoit
IIPUYMHOMN KETyJOUHON HEIIPOXOIAUMOCTH y MIIaJICHLIEB, YaCTOTa
BcTpeyaeMocTH — 2—4 Ha 1000 >xuBbIX HOBOPOXAEHHBIX. [Ipen-
MYILECTBEHHO OOJIEIOT IETU MYKCKOI'O 110713, COOTHOILICHUE MaJlb-
YUKOB U AieBouek 4 : 1. KilnHnueckue CuMITOMBI Yallle BCEro Ipo-
SIBIISIIOTCA B Bo3pacTe 2—4 Hell KU3HM, OTHAKO BCTPEYAIOTCS CIIy-
yau OoJjiee Mmo3aHer MaHudecTaun 3a00aeBanus. XapaKTepHOH
0COOCHHOCTBIO AETEH C MMIOPOCTEHO30M SIBIISIETCS Pa3BUTHE CTe-
HO3a BO BpeMeHH. JleTH pOXKAAIOTCSI IPAKTUYECKH 3I0POBBIMH, HO
¢ 14-15-ro nHs NOSABIAIOTCS CPHITMBAHUSL, 3aTEM PA3BUBAETCS PBO-
Ta ¥ OONBIIMHCTBO OOJIBHBIX IOCTYNAIOT B KIMHUKY Ha 21-22-i1
JIeHb JKU3HU C pa3BEPHYTOH kapTHHOM 3a0oseBanus. CeMelHbIH
xapakrep BI'TI moarBeprkaeT HacleACTBEHHBIH (QakTop B (op-
MHUPOBaHUH NMOPOKa. OTHAKO PONb TEHETHUECKUX (AKTOPOB MPH
BI'TI uzyuena HejocTaTo4Ho.

L]env pabompi: oNpeNeaUTh 3HAYUMOCTD BBISBICHUS T€HETH-
YyecKHx (haKTopoB U UX AUHAMUKY B popmupoBanuu BI'TI u atpe-
3um [IIK y neteit.

Mamepuanst u memoosi. O6cnenoBanb 317 nereit BI'TI u 58
6onbHBIX ¢ atpesueit JTTK. Bece HoBopoxka€HHBIE OBLIH MTPOOIIE-
pupoBasbl. KOHTpobHYIO IpyIy COCTaBWIN 584 YCIOBHO 370-
POBBIX peO&HKa. Y 61 00IbHOro ObUIM U3YYEHBI IPYIIIBI KPOBU
no cucremaMm ABO u pesyc-¢axropy (Rh), mpoBeneHo omnpenerne-
HHE YacTOT T€HOB. 3areM ObLIHM MPOaHAIU3UPOBAHEI (DEHOTHITH-
YecKHe KoMOMHaNuu rpymi KpoBH mo cucremMam ABO u Rh. J{ns
ompeJesieHust TPy KpoBH 1o cucteme ABO Obla ucnosb3oBa-
Ha Peakiys arriloTHHALUY C IOMOIIbIO MONUKIOHOB aHTU-A U
aHTu-B, a no cucreme Rh npoBoaunack peakiys arrIlOTUHALIHY C
IIOMOILBIO U30MMMYHHBIX aHTUPE3YCHBIX ChIBOPOTOK. Ilomyuen-
HbIE JJaHHBIe 00paboTaHbI METOIaMH BAPHALIMOHHOMN CTaTUCTUKH.
[Ipu 3TOM BBIUKCIIAICS TOKa3aTeNlb «OTHOCUTEIbHAS YAaCTOTa PH-
cka» — X, KOTOPBIH BbIpaXkalcs B A0JSAX €JUHULBI U ONPEAEIsLI-
s MyTEM CpaBHEHMs 4acToT IByX MapkepoB (M1 u M2) B rpymme
GOIBHBIX U Y 3J0POBBIX ieTell. Y OONbHBIX AeTell B KaKa0i rpyI-
e OBLI IIPOBEEH aHAIM3 PACIIpEIeNICHIs 8 KoMOUHANMi GeHoTH-
moB 2 sokycoB rpymn kpoBu (ARh+, ORh+, BRh+ u np.), a Tax-
K€ BBIYMCIICHbI YaCTOTHI T€HOB.

Pesynemamei. Y pereit ¢ BI'TI BbIsiBIEHBI 10CTOBEPHBIE OTIIH-
4psi (PeHO- U FEHOTUIIMYIECKUX XapaKTEPUCTHUK OT YCIOBHO 3/10PO-
BbIX fieTeil. Cpea HUX 3HAYUTENBHO YBEIHMUYEHO YUCIO OONBHBIX
¢ O()Rh+ u ymensieno yucno aereit ¢ A(IT)Rh+ rpynmamu kpo-
Bu. BI'TI u arpesus JITK umerot cxoxuii peHO-reHOTHIT IO CUCTE-

mam ABO u Rh u accouuuposansi ¢ I rpymnmoit kposu. [Ipu 3Tom
yactoTa reHa O Obu1a nossitieHa (p < 0,001), a yacrora rena 4 —
ymenbleHa (p < 0,001). Y GonbHbIX ¢ 3THMH (opMaMu Marojo-
THUH UMEETCSl CXOXKUH CHEKTP COMYTCTBYIOUIMX ITOPOKOB pa3BU-
THSI, CPEAU KOTOPBIX IPe0o0nafatoT BpoxXIEHHbIE IIOPOKU CEPALA.
3axnouenue. Y 6onbHbIX ¢ BI'TI n arpesueit II1K BbIsBIeHb
mogo0HbIe (PUIOreHOTHIIHYECKHE XapaKTEPUCTHKU: pacIpeielie-
HHe (DEHOTHIIOB PE3KO 1e(OPMUPOBAHO 32 CUET YBENUUCHUS TOTH
nereit ¢ penorunom ORh+ 1 3HAYMMOTO YMEHBIICHHUS YUCIIA JIe-
teii ¢ penorunom ARh+. ITosydyeHHble TaHHbIE CBUETEIbCTBYIOT
0 3HAYUTEJIHHOM HapyIIEHUH BHYTPUYTPOOHOTO pa3BUTHS JETeH C
BI'TI u arpesueii 11K, uto noaTBepkaaeTcst yMEHbIIEHUEM TIPH
POXKICHUH BCEX aHTPOIIOMETPUYECKUX ITOKa3areleil, OOIbIIuM
KOJIMYECTBOM COITyTCTBYIOIIMX [TOPOKOB PAa3BUTHS.

BPOXOEHHbIN BYNNE3HbLIN 3ANUOEPMONN3
Y MAJTBYUKA

Mamapaxum A.B.
HayuHbin pykoBoguTens: poueHT C.T. KusaroBa

MepguumHckun yHmsepcuteT Kaparangbl, Kaparanga,
Pecnybnvka KasaxcTtaH

Knrouesnie criosa: KnuHuU4Yeckull criydal, HO80POXOEHHbIU,
8P0OXOEHHBIU bynnésHbil anudepmonu3s, duazHOCMUKa,
nannuamusHasi MoMouwb

Axmyansrocme. Bynnésunsiii snuaepmonus (b2) — rpynna
HACJIeJICTBEHHBIX 3200J1€BaHNH, KOTOpBIE BKIIIOYAIOT pa3HbIe TeHe-
TH4eckue Mmytanun. b2 xapakrepusyeTcst HapyIIeHHeM MeXKIie-
TOYHBIX CBS3€H B dNHIEpMUCE OO MK IepMATEHO-IepPMATEHOM
COEJMHEHHH, IPUBOISIIMM K 00pa30BaHHIO My3bIpeil Ha KOKe HIIH
CIIM3HCTHIX 000I0YKAX AaKe IPU HE3HAUUTEIHLHOM UX TPaBMHPO-
BaHuM. [lnsg BD xapakTepHO Havyano ¢ pOXKACHUS WU EPBBIX Me-
CSIIIEB )KU3HU, HETIPEPHIBHOE TEYEHHUE C YACTHIMU 000CTPEHUSIMHU.
Cpennsist pactipocTpan€HHOCTE B Mupe coctasisiet 1,7 : 100 000
HOBOPOXACHHBIX JETEH.

Onucanue knunuveckoeo cayuas. Mansuuk M., oT marepu
25 net, ot 1-i GepeMeHHOCTH, 1-X CaMONPOU3BOIBHBIX POJOB B
cpoke 38 Hen. bepemenHocTs nporekana gusnonorudHo. [pu
VY3U mnopa B III TpumecTpe Oblia BbIABIEHA MUOMA MaTKU. IIpu
poxnenun Macca tena 2700 1, mmHa Tena 51 oM, olleHKa 110 IIKa-
ne Anrap 8/9 6amoB. O01iee COCTOSIHUE CPEIHEH CTETICHHU TSKe-
CTH 3a cu€T nopakeHus Koxku. He nmpusioxeH k rpyzau mo cocro-
sHUI0 pebEHka. [Ipu ocMoTpe: ara3uu KOXKU U TOAKOKHOM JKH-
POBOI1 KJIETHATKH, YYaCTKH TTOPaKEHUS KOKU THIIEPEMHUPOBAHBI,
0arpoBO KpacHOTO 1IBETa, JJOKAIU30BaHbI B 00JIaCTH 00OUX ToJie-
HOCTOITHBIX CyCTaBOB C IIEPEXOJ0M Ha THUIbHYIO U ITOJIOIIBEHHYIO
moBepxHOCTH 00enx cton. Ha BHyTpeHHeW MOBEpXHOCTH LIEK,
M0 KpacHOM KaiiMe ry0, Ha CIIM3UCTOM MOJOCTH PTa OTMEUAIOTCS
y4JacTKH runepeMuu. Pe6EHok ObUT mepeBeNiéH B IepuHaTaIbHOE
OTZeJICHUE 1JIs JajbHeiiero oocnenoBanus. BpemeHuslil Menu-
IUHCKHUN OTBOZ OT NMPOQMIAKTHYECKUX MPUBUBOK. B3sThI Mazku
13 TIOJIOCTH PTa U y4acTKa MOPaKEHHON KOXKHU JUIsd OaKTepHOJIOTH-
YEeCKOT0 aHaJIN3a, 110 JaHHBIM KOTOPBIX ATOreHHAast M yCIOBHO-TIa-
TOTeHHAsl MUKpOOHOTa He OOHapykeHbI. [Ipy KOHCYIBTHPOBaHUH
JIEpPMaTOBEHEPOIOTOM YCTAHOBJICH Auaruos: Bpoxnéunerii BO.
Haznauenbl aHTHOAKTEpUaNbHAS Tepanus 1 00paboTKa paHEeBOi
noBepxHocTH 0,5% XJIOpreKCuaArHOM, IPUMEHEHNE Ma3H OeraH-
TeH + cypaokpem 1 : 1. B qunamuke y pe6énka Ha 5-if 1eHb Ku3-
HU COCTOSIHUE CTAOMIM3HPOBAJIOCH, IIOMIAAb ITaTOJOTMIECKOTO
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KOXKHOTO TIPOIIECCa YMEHBIIIIIACH, OTMEUAJICS PErpecc OCHOBHBIX
KOXKHBIX BBICHITIaHUH. HOBBIX 31eMEHTOB MaTOIOTHYECKOTO MPO-
recca He ObuUT0. BhInicaH ¢ pekoMeHJalusIMi OTPaHHYUTh BO3-
MOXXHOCTH TPaBMHPOBAHUS KOXKH; 00€CIIEYUTh CPENICTBAMHU YXO/1a,
HEaATe3UBHBIMU MOBA3KAMHU, CPECTBAMH YXO/1a 3a MOJIOCTHIO pTa.

3axnmiouenue. B HacTosiIee BpeMs HE CYIIECTBYET crienuu-
yeckoit Tepanuu 111t b3. Bee MeponpusiTrst IBISFOTCS TajTHaTHB-
HeiMu. [lanrenTam Ha3HaYaeTCcst 0CO00€ MUTAHUE C ITOBLIIIEHHOM
KaJIOpUHHOCTBIO U COACPIKAaHUEM Oelika B MHIe, OTKA3 OT Topsi-
4yell u TBEpAON MUIIU.

CUMHOPOM BUITbAMCA-KEMIMBENNA:
PEOKWA NOPOK PA3BUTUA
BPOHXONErO4YHOW CUCTEMbI
MauHeBa WU.10., MycTachaeBa O.U.

Hay4HbIn pykoBoguTens: npoc. O.U. CumoHoBa

HaunoHanbHbIN MEAULIMHCKUIA NCCREeLOoBaTENbCKUIN LEHTP
3aopoBba aeten Munsgpasa Poccun, Mocksa, Poccus

Krirouesbie crioga: knuHuyeckul crydall, demu, cUHOPOM
Bunbesimca—Kemnbernna, OuazHocmuka

Axmyanornocms. Cunnipom Bunssimca—Kemnoenna (CBK) —
penxoe 3a005eBaHNe, OCBEIOMIEHHOCTD O KOTOPOM CpeH Bpadeit
HEJ0CTaTOYHA B CBS3U C OTCYTCTBHEM aKTyaJIbHOH nH(opManyn
00 31011 hopme naronorun. CBK xapakrepusyercst OTCyTCTBUEM
WY HEIOPa3BUTHEM XPALIEBBIX KOJIEL] CETMEHTapHBIX U cyOcer-
MEHTapHBIX OPOHXOB Ha YpOBHE 2—6—8 reHepanuil. XapakTepHbIM
KIIMHIYIECKUM MPOSIBIICHHEM 3a00JICBaHUS SIBISETCS XPOHUUECKUIH
OOCTPYKTHUBHBIN OPOHXUT, IPOTEKAFOIIUI C THOHHBIM SHI00POH-
XHUTOM, PACIPOCTPaHEHHBIMU MEIIOTYATHIMU OPOHXOIKTa3aMH U
IHEBMOCKJIepo30oM. KilmHuueckas CUMITOMAaTHKA IPOSIBILIETCS HA
1-m rony xu3Hu. Yactora Bcrpeuaemoctu CBK y nereil cocras-
nster 0,5% ot umcna nerei ¢ OponxonéroyHoit naronorueii. Kax
MIPaBUJIO, CMEPTh HACTYIIAET B BO3pacTe 10 3 JIET OT BO3HHKAIO-
X ociokHeHui. [TaToreHeTnueckas Tepanus He pa3paboTaHa.
B nepcriekTnBe — TpaHCIUTAaHTALMA JIETKUX.

Onucanue kaunuueckoeo cayyas. Manpauk, 7 set. boneer ¢
2 5iet, nocne NepeHecEHHON KOpU MOSBUIICS MPUCTYOOOPa3HbIH
BJIaXKHBIH Kalllellb ¢ SKCIUPATOpHOil oxbikoi. C 1uarHo3oM «o0-
CTPYKTUBHBIA OpPOHXUT Jiedryicsi aMOyaaTOpHO (OpOHXOIUTHKH,
MHTAJSIIIMOHHBIE TIIIOKOKOPTUKOCTEPOHIBI) C KPAaTKOBPEMEHHBIM
a¢dexrom. Tuarno3z CBK 611 ycraHoBneH B Bo3pacre 3 set. [1pu
KOMIIBIOTEPHOH TOMOTrpahuK OpraHoOB I'PYAHOM KIE€TKU BBISBICHBI
XapaKTepHble PU3HAKU: OOCTPYKTHBHBII OPOHXUT C HATMYUEM JIBY-
CTOPOHHUX Pa3HOKAIMOEPHBIX OPOHX0IKTAa30B BEPETEHOOOpa3HOM
(OpMBI ¢ H3MEHSIOIINMCSI TPOCBETOM — «OaJTIOHUPYIOLIHe OpPOH-
XOJKTa3b». B manmpHENIIeM rocnuTani3anii HOCHITN PEryIISpHBINA
XapakKTep, OMHAKO CTOMKOW PEMUCCHH TOOMTHCS HE yIaBajJOCh —
o6ocTtpenust OpoHX0IErouHOro npouecca 10 4 pas B ro. B Bospac-
TE 7 JIET COCTOSHUE OBLIO OIPENIETICHO KaK TSHKENOE 3a CUET AbIXa-
TenbHOH HepocTatouHocTH I crenenu (B mokoe — carypauust 89—
91%, skcTIMpaTopHasi OAIBIIIKA, YACTOTA JIbIXaTEIbHBIX JIBHKSHHN
110 46—50 B MUH. AyCKYJIbTaTHBHO B JIETKUX PACCESHHBIE BIIAYKHBIE
CpeAHeIy3bIpUaThie U CyXHe CBUCTSIME XPHITHI HA BIOXE U BBIIOXE.
HytputusHsii craryc cHkeH: Macca tena 20,3 kxr, poct 118,5 cMm,
HHIEeKC Macchl Tera 14,48 kr/m>. Ha kommbioTepHOii ToMorpaduu
0e3 oTpuLaTensHoi AuHaMuky. HecMoTpst Ha TsDKENOE TeUeHHE 3a-
0oJIeBaHMs, MAJIBIMK AKTHBEH, TIOCEIIAeT IIKOIY. [T0CTOSHHO momy-
YaeT CUMITOMATHUECKYIO TEPATNIO (MHT SN OPOHXOIUTHKOB +
DIFOKOKOPTHUKOCTEPOUIBI), JIe4eOHOE MMUTAHHUE.

3aknouenue. HI/IaI‘HOCTI/IKa CUHApOMa Bunesamca—Kem6emna
3aTPYAHUTEIIbHA, OTHAKO PaHHASA ITOCTAaHOBKA JUAarHo3a, IMHaMu-
YCCKOC Ha6J'I}OI[eHI/Ie, AICKBATHOC CUMIITOMaTU4YCCKOC JICUCHUE U
KOMIUICKCHAas peaGMnHTaum 3aMCUIAIOT MPOrpeCCUpPOBaHUC 1aTo-
JIOTMYECKOr'o Mmpouecca u yimydmaroT Ka4€CTBO KU3HU IMAallUCHTOB.

3HLUE®ANOMUENUT, BbI3BAHHbLIA BUPYCOM
rPUNMNA A(H1N1)PDMO09, Y BONTbHON 7 NET

MenbHukoBa B.M., AptémeHkoBa E.N.

HayuHbIn pykoBoaguTenb: KaH4. Men. HaykK
B.B. CokonoBckas

CmMoneHckuin rocyaapcTBEeHHbIN MeAULMHCKUIA YHUBEPCUTET
MwuH3gpasa Poccum, CmoneHck, Poccus

Kntoyesble criosa: knuHudeckul criydad, 0emu, epunri,
OCIIOXHEHUSI, 3HUeanomuenum

Axmyanonocmo. 110 TaHHBIM Pa3TUYHBIX HCTOYHUKOB, B MH-
pe 3adukcupoBano 17,4—18,5 ThIC. JIeTAIBHBIX CIIyYacB OT MaH-
nemuyeckoro rpunmna A(HINT) pdm09. Tsokénoe TeueHue rpuri-
MO3HOI MH(EKIUU 00YCIIOBICHO OCIOXHEHUSIMH CO CTOPOHBI
Pas3IMYHbIX CUCTEM OpraHu3Ma, BOSHHKAIOIIUX Ha BCEX dTamax
pa3BuTHA OOJIC3HU.

Onucanue kaunuveckozo ciyuas. bonpHad, 7 net, 3a6oine-
Jla OCTPO C MOBBIMICHUS TeMHepaTypsl Tena 10 39°C ¢ peaku-
MU MOKAIUTUBAHUSMHU. YYaCTKOBBIM MEAHaTPOM OBUIM Ha3Ha-
YeHbl HHI'aBUPHH U Mapaneramoin. Ha ¢pone Tepanun Temnepa-
Typa Tella CHUXaJach 10 cyopeOpunpHbix udp. Ha 3-ii n1eHs
B CBSI3M C HAPACTAHWEM CHMIITOMOB WHTOKCHKAI[UU OpHTrajoi
CKOpO# momouu OblIa AOCTaBlIeHa B MHPEKLIHMOHHOE OTJIee-
HUE C TUarHO30M: OCTpasi peCIHpaTopHas BUpycHast HH}eKIus,
OCTpHIi TOH3MILTOOPOHXUT. COCTOSIHUE CpeAHEH TAKECTH 3a
CUET HHTOKCUKALIMOHHOTO U PECIUPATOPHO-KaTapaJIbHOTO CHH-
npoma. Ha cnenyromuii ieHs cocTosiHue peO&Hka Tsokénoe, cyo-
(ebdpunuret, conop. IIpu HEBPOIOrUYECKOM OCMOTpPE: aCUMMeE-
Tpus una (onylieHue yria pra ciaesa). [naBaromie ABHKECHUS
Ta3HBIX s107I0K. MeHnHTeanbHble 3HaKHu oTpunartensHsie. Cy-
XOXKWIbHBIE peIIeKchl ¢ pyK OKHBJICHBI, THIOTOHUS. Bo Bpe-
Ml OCMOTpa — MPHUCTYI KIOHUYECKUX cyaopor. [Ipu ananuze
Ma3Ka M3 HOCOITIOTKH 0OHapysxeH Bupyc rpunna HIN1pmd09.
ITpu MPT ronoBHOro mosra — HpU3HAKH LHUTOTOKCHYECKOTO
oTéKa CUMMETPUYHO B 00enx remucdepax rolloBHOr0 Mo3ra.
AHaNHM3 CIHTHHOMO3TOBOH HUIIKOCTH — OeclBeTHAas, Mpo3pad-
Has, peakius [lanau — orpunarensHas, 6enok 0,198 /i, uuTo3
10 x 10%n. IlepeBenena B OTAeIeHHE HHTCHCUBHOM TEpaIn.
CocrosiHue Tsokénoe. JleBouka OTKpHIBAET Ii1a3a TOJIBKO MpH 00-
paméHHOl K Heil peun. CaMOCTOATENBHO HE CUAUT. ACUMME-
TPHH JIUIa HeT. B aHanu3ax KpoBH HAOIIOAATNCH JICHKOLUTO3
¢ HEUTPOPHUIBLHBIM CABUTOM, JTUM(DOTICHHS, N3MEHEHHSI YUCIIa
TpoMOOIIMTOB. B OHOXMMHUYECKOM aHATN3¢ KPOBH — IOBBIIIIC-
HUE yPOBHEH ITTIOKO3BI M aKTUBHOCTH MEYEHOUHBIX (PEPMEHTOB.
HasnaueHo neyeHue: MeporneHem, BUGepoH, METHUIIIPEIHU3O-
JIOH, JICTIaKUH, KOPTEKCHH, JIbKap, OMe3, POJ0JKEHa Teparus
[JII0KO30-COJIEBBIMH pacTBopamu. Uepe3 3 qHS 3aKOHYEH Kypc
TIIIOKOKOPTHKOCTEPOUIOB H aHTHOAKTEpHAaIbHBIX MTPEraparoB.
Junnaamuka namenenunit ipu MPT romoBHOro Mo3ra yMepeHHO
nonoxkureabHas. CoctosHue peOEHKa CpeIHEl CTeTeHH TskKe-
CTH 3a CYET HEBPOJIOTHUECKOH CUMITOMATUKH, cTabuiIbHOe. Ha
OCMOTp pearupyer aJicKBaTHO, Ha BOIPOCHI OTBEYAET IPABUIIb-
HO. CanuTcs, XOOUT IO MajlaTe CaMOCTOSTENbHO, CyI0POT, PBO-
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ThI HET. Beinucana Ha aMmOyIaToOpHOE JOJICYUBAHKE 0] HAOIIO-
JICHUE yY9aCTKOBOTO TeuaTpa, HeBpoJora.

3axnrouenue. IlonoxurenbHast TMHAMHUKA KIIMHUYECKOH Kap-
TUHBI 3a001eBaHus Ha ()OHE NMPOTUBOIPUIIIIOZHOMN Tepanuu MoJ-
TBEP)KAAET MPABUIBHOCTH MPOBEAEHHON STHOTPOITHOM TEPAITHH.

BPOXOEHHASI LUTOMErANOBUPYCHASA
UHOEKLIUA, OCNOXHEHHASA TSXENbIM
NEPUHATAJIbHbIM NOPAXEHWEM
LIEHTPAIIbHOA HEPBHOM CUCTEMbI

MupoHoBa B.A., XoxnoBa A.Il.
Hay4HbIn pykoBoguTenb: goueHT E.A. CapkncsH

Poccuincknin HaumoHanbHbIM nccreqoBaTenbCKuii
MeauunHCKUI yHusepcuTeT nmenn H.U. Mnporosa
MwuHsgpasa Poccun, Mocksa, Poccus

Knouesbie criosa: KnuHu4eckul criyqal, 0emu, 8pOXO0EHHas1
uumomeezanosupycHas UHpeKyusi

Axmyanenocmos. BpoxxnéHHas THTOMETaIoOBUpyCHast HHpEK-
mus (BLIMBU) — nndexuonHoe 3ado1eBaHue, CBI3aHHOE C aH-
TeHaTaJIbHOU Iepeaaueii Bo30yauTesns OT MaTepu K miony. Teue-
Hue 3a00JIeBaHUS MOXKET OCIIOKHITHCA TSDKEIBIM TIepUHATAIIb-
HBIM TIOpaXkeHueM meHTpaitbHoi HepBHOU cucteMsl (LIHC) B
BHUJIC BHYTPIKENYI0uKOBbIX KpoBouznusuuii (BXKK), uro mossI-
[IaeT PUCK MHBAIUAW3ALNY HMAalEeHTa 1 MOXKET IIPUBECTH K Jie-
TaJbHOMY UCXOLY.

Onucanue xnunuyeckozo cayyas. Manpbuuk A., oT Marepu 21
roza, 1-x npexeBpeMEHHBIX POJOB OT OIU3KOPOICTBEHHOIO Opa-
Ka. Pe6&HOK pomwmiics Ha 35-i Heesne ¢ Maccoi Tela IMpu poXkKae-
uuu 2770 1, nnuHa Tena 46 cM, olieHKa Mo mikaie Amnrap 1/3 6an-
na. Kpaiine tshxénoe coctosiHue pe6EHka, 00yCIOBICHHOE JIbIXa-
TEeJIbHOM HEAOCTAaTOYHOCTHIO (ACIMPALMs] MEKOHUS) M TeUCHUEM
BHYTPUYTPOOHOI HH(EKIHHU, TOTPeOOBaIo IPOBEICHHS PeaHuMa-
LMOHHBIX MEPONPHUATHH B POIMILHOM 3aie. Pe3ynsrarsl paciu-
PEHHOTO HEOHATAIFHOTO CKPHHUHTA OTPHLATENbHBIEC, KAPUOTHIT
46XY. IIpu ocMoTpe pa3Meps! JKHUBOTA PE3KO YBEITMUEHBI 33 CUET
renaTocIuIeHOMeTaIiy: ieueHb +4 cM, cene3énka +8 cm. B kposu
oTMeuanach runepomnpyounemus (230 MKMoIb/1) 3a c4ET Tpsi-
Mo ¢pakuun (189,6 MKMOIB/JT), CHHIPOM LIUTOJIM3a (AKTHBHOCTh
araHUHAMUHOTpaHchepassl — 220 EJI/n, acnmapraraMuHOTpaHC-
(bepaszert — 1088 EJI/n). Beisienenst anemust (97 1/71), TpOMOOIH-
torenns (12 x 10%m). Tpu HelpocoHOrpaduK OTMETATHCH ITPH-
3uaku BXKK 1 crenenu ¢ HapacTanuem 0 3 B THHAMHUKE, KPOBO-
U3JIUSIHUE B 33JHIOI0 YEPETIHYIO IMKY C TOTAJIbHBIM IOPa)KCHUEM
MO3XK€EUKa U JUCIOKAIMell HIDKHUX OTAEIOB MO3XKEUKa B 00Jb-
1I0€ 3aThUIOYHOE OTBEPCTUE, OTMEUAIUCH HHAYLIUPOBAHHBIE KIIO-
HHUYeCKUe cynopord. B Bozpacrte 15 cyT jKU3HHM MOITyYeH MOJIOXKH-
tenpHbIH pe3yinsTar [P na JIHK nmutomeramoBupyca B ciitone —
8,6 x 10° xormmii/mi1, ycranosieH quaraos: BIIMBU, manndectHas
(dopma. PeOEnKy Obliia Ha3HAYEHA STHOTPOITHAS TEPAIUs TaHIH-
KJIOBUPOM B 103¢ 12 MI/Kr B cyTKH. COXpaHSIUCh TXKENas Ibl-
XaTenbHas, Ie4€HOYHAs! HEAOCTAaTOYHOCTD C BHIPa)XKEHHOI Koary-
nonarued, HeBpoiornueckuit nepunut Ha pone BXKK, nHemoHo-
MIEHHOCTH 35 Hex, MaHIWUTONeHNU. B cBs3u ¢ BHyTpHUepenHon
THIepTeH3HeH TOTpeboBaIach yCTaHOBKA BEHTPUKYISIPHOTO Jpe-
Haxka. B Bo3pacte 2 Mec 5 cyT KHU3HH, HECMOTPS HA aJ€KBaTHO
IIPOBOJMMOE JIEUEHHE, IPOU3OLLIa OCTAHOBKA KPOBOOOPAIIEHUS.
Coyctsa 30 MUH cepieuHO-1Er0YHON peaHuMaluy 3aHKCUPOBa-
Ha OHOJIOTHYECKast CMEPTh.

3axarouenue. HecMotps Ha panHioto quarnoctuky BIIMBU
1 CBOEBPEMEHHO HavaToe JIUeHUe, BpOKIEHHAsT HHPEKIUS MO-
JKET CTaTh NMPUUMHON JeTanpHoro ucxoaa. Cienyer oTMETHUTD,
410 UH(MEKIMSA MOIJIa IPOTEKaTh Ha OHE PEAKOrO FEeHETHUECKO-
ro 3a00J1€BaHUs, KOTOPOE HE ObLIO JUarHOCTUPOBAHO BBUIY PaH-
HETO BO3pacTa.

FTMNONMUTYUTAPU3M Y PEGEHKA 13 NET

MuTycoBa A.C.
HayuHbI pykoBoguTenb: goueHT E.B. CaBenbeBa

OpeHByprckuii rocy[apCTBEHHBIN MEOULIMHCKUIN YHUBEPCUTET,
OpeHbypr, Poccus

Knrouesnie criosa: knuHu4eckul criydal, 0emu, aunomarnamo-
aunoghbusapHasi HedocmamoyHocmb, OuazHoOCMuUKa

Axmyanvnocms. I'unonutyurapusm (THIOTaNaMO-TUNOGU-
3apHasl HeJOCTaTOUHOCTb) — 3a0o0JieBaHue, 00YCIIOBIEHHOE OT-
CYTCTBHEM HJIM CHIDKEHHEM CEKPEIHH TUIIOTaTaMIYeCKHX U TH-
nou3apHBIX TOPMOHOB. YacToTa BCTPEIaeMOCTH BapbUPYeT OT
1:4000 go 1 : 10 000 HOBOPOXKAEHHBIX ETEH.

Onucanue knuHuveckozo cayyas. bonpnoit U., 14 ner, no-
CTYMNUII C 2kan00aMu Ha 3aJep>KKy (U3UYECKOro U MOJIOBOIO pas-
BuTH. 113 aHaMHe3a BBISBIICHO, YTO HaOII01aeTCs SHI0KPHHOIIO-
roMm ¢ nekadpst 2022 r. B Teuenue 2—3 et oTMEYalUuCh HapyIle-
Hus Meskoit Mmotopuku. C 13 ser OblIa ycTaHOBJICHA 3a/IepiKKa
TEMITOB TIOJIOBOTO pa3BuTHs peO&HkKa. B HossOpe 2022 r. Obina npo-
BeznieHa MPT ronoBHOro mosra: kapTuHa oOpa3oBaHUS XHA3MBI
0,5 x 0,5 x 0,6 cM, nuphy3HO-HEOTHOPOHAS CTPYKTYpa THIODH-
3a. BbUT KOHCYBTHPOBAH O(TAIEMOJIOTOM, YCTAaHOBJICH TUArHO3:
Amnruomnarus ceryarku o6oux mia3. O0ciienoBaH B OTIEICHUH SH-
noxpuHonoruu OJIKbB Briepsrie B stHBape 2023 1., BBICTaBIICH JHa-
rHO3: [JaHTMITOMUTYUTapU3M: COMaTOTPOITHAS HEAOCTaTOYHOCTb.
Bropuunslii runoronaausM. Bropuunslii runotupeos. Bropuu-
HBIH rUnokoptuim3M. ['unepnponakrunemus. OOpasoBaHue Xu-
a3MallbHO-CceJUIApHOl obnacTtu. IIponakrunoma? Pe6&Hok ObLI
obciienosan B ®I'BY HMUL sunokpunonoruu B mapte 2023 r.,
MIPOJIAKTHHOMA HCKITIOUYeHa. PeKOMEHI0BaHO JIeueHHe: COMaTo-
TponuH 1,24 Mr/cyT, 1eBOTUPOKCHH 50 MKI/CYT, THAPOKOPTH30H
10 mr/cyt. IIpu kuHUUECKOM 00CIE0BaHNM PEOEHKA BBISBICHO:
Bo3pacrt 14 ner 3 mec. Macca tena 35,5 kr. Poct 140 cm. @usnye-
ckoe passutue Ha 10 et 6 mec. SDS pocra=-3,2 UMT 18,1 kr/m?
(ropma 19,2). SDS UMT = —0.5 TlonoBoe pa3BuTre C mpu3HaKa-
MH OTCTaBaHMs, SUUKU B MOIIOHKE THIIOIIa3UpOBaHbl. TanHep |
craauu. [1o TaHHBIM MapaKIMHAYECKOTO 00CIeIOBaHuUS OBLIO BBI-
SIBJICHO CHIDKCHHUE (OTCYTCTBHUE) B KPOBH TUPEOTPOITHOTO TOPMOHA
(0 MME/mi1), ypoBEeHB CBOOOAHOTO TUPOKCHHA (8,7 MMOJIB/1T) HA
(oHe npuéma IeBOTUPOKCHHA, COACpkKaHKe TpaHCHopMupyroIe-
ro ¢akropa pocta (194 Hr/mi) Ha GoHe puUéMa pacTaHa, B Kpo-
BH TOBBIIICH YpOBeHb mposiakTrHa (20,6 Hr/mi). KoHleHTparus
koptuzona 671,8 HMoub/1 B HOpMe Ha (oHE TpUEMa TUAPOKOP-
tu30Ha. [Ipu peHTreHorpaduu KUCTH KOCTHBIH BO3PacT COOTBET-
ctByet 9,5-12,0 ner. [Ipu Y3U muToBUIHON 5KeNe3bl U Mapaly-
TOBUJIHBIX JKeJE3 oIpesieNieHbl Mpu3Haky runoruiasuu. [Ipu Y3U
OpraHOB MOIIOHKY: TUmoruiasus (eBoe smako 10 x 7 x 11 mo1, mpa-
Boe 9 x 11 x 10 mu). PexomenioBano: pacrat no 1,4 mr/c, kopred
1o 5 Mr 2 pasza B JIeHb, JIECBOTUPOKCHH HaTpus 1o 75 Mkr 1 pa3 B
neHb. KoHTpomnb sHaoKpuHOsora yepe3 6 Mec AJisl pelieHus Bo-
npoca 00 UHUIMAIMY JIEIEHHS IOJIOBBIMU CTEPOUIAMU.

3aknrouenue. OCOOEHHOCTBIO JaHHOIO KJIIMHUYECKOTO CIIy-
Yasi SIBJISIETCS MO3HSIS IUATHOCTHKA ITaHTHITOIUTYUTapu3Ma y
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pebénka B Bo3pacte 13 srer. HeoOxoanma noxkxu3HeHHast 3aMeCTH-
TEeNbHAs TEPAIHs BCIEACTBHE MOIHOTO Ae(UITa TOPMOHOB ITe-
penHeit u 3agHe nonei runopuza. DPHEKTHBHOCTH JICUCHUS U
e€ CBOEBPEMEHHAs: KOPPEKIHs OyIyT ONpeessTh KadyeCTBO JKU3-
HU 0OJILHOTO peOEHKA.

BTOPUYHbIA BUNUAPHBbINA LUPPO3 NMEYEHU
B UCXOOE ATPE3WU XENYHbIX MYTEW
Y AEBOYKU 3 NIET

My3saneBa O.C.
HayuHbIn pykoBoguTtens: 10.B. [leeBa

Ps3aHcknin rocygapCTBEHHbIN MEOULIMHCKUI YHUBEPCUTET
nmeHun akagemuka W.I1. MNMasnoea MuHsgpasa Poccuu,
PasaHb, Poccus

Knroyesnie criosa: knuHuYeckul crydal, demu, 8mopuYHbIl
bunuapHbIl yuppo3, duazHOCMUKa

AxmyanvHocms. ATpe3us >KeI4eBBIBOISILIUX INyTeH
(AXBII) — TsxEnbIii BpOXKAEHHBIN MOPOK Pa3BUTHS, XapaKTe-
PHU3YIOLIUICS YaCTHYHOW WMJIM MOJHOM oONuTepaliel mpocsera
JKEMUHBIX X010B. YacToTa BCTpEUaeMOCTH COCTaBiseT 1 ciydaid
Ha 20 000-30 000 pomos. AXKBII cocrasinsiet okono 8% Bcex 1o-
POKOB BHYTPEHHHX OpPTraHOB Yy JeTed, npuuéMm rnpumepHo B 20%
CJIy4aeB COYETAETCS C IPYTUMHU IIOPOKAMHU Pa3BUTHS, TAKUMH KaK
aCIUIeHHS, MOJHCIUICHUS, He3aBePIIEHHBIN TOBOPOT KUILIEYHUKA,
BPOXKIEHHBIEC TOPOKH CepALa.

Onucanue xnunuueckozo cayyas. JleBouka A., 3 roga, ot 1-i
OepeMeHHOCTH, B BO3pacTe 3 Mec ObUla TOCIUTAIU3UPOBAHA C Ka-
7100aMHU Ha KENTYIIHOCTh KOXHBIX MIOKPOBOB, aXOJMYHBIN CTYII.
IIpu Y3U BblsiBIIeHa renaToMeraims, Hocjiae IpHKU3HEHHOTo na-
TOTHCTOJIOTHYECKOTO UCCIIEOBAHUS OMOIICHH TIEYeHH yCTaHOB-
neH nuarHo3 AJXKBII u mpoBenena omeparusi HOPTOIHTEPOCTO-
muu 1o Kacau. [TanenTka Bolnyucana B CTAOMIBHOM COCTOSIHUM.
B Bo3pacre 6 Mec Ha (hoHE MPOrpeccupoBaHus renaro- U CIuIeHO-
Meranuu 6osbHas HanpasiaeHa B HMULL TpaHCILIaHTOIOTUM U HC-
KyCCTBEHHBIX opraHoB uMm. akaj. B.1. llymaxoBa, rae 6bu1a npo-
BeIeHa POJCTBEHHAs! OPTOTONMYECKAs TPAHCILIAHTALHS JIEBOTO
JaTepaibHOTO CEKTOpa MEeYeHHU OT JoHopa (6adyikn). B Bo3pac-
Te 2 JieT npu aMOyJIaTOpHOM 00CJIeIOBAaHUU BBISBJICHA TUCHYHK-
1S IEUEHOYHOTO TPAHCIUIAHTAaTa, PELUANBUPYIOIIUI XOJaHTUT.
IpoBeneno npeHupoBanue adbcuecca NeYEHOUHOTO TPAHCILUIAHTATA.
Crycrst 20 nueit 60bHOH B CBsI3M ¢ 000CTpeHUEM ObljIa yCTaHOB-
JieHa ABYXOTaIlHasl HapyKHO-BHYTPEHHsSI XonaHrunocroma. Ciry-
CTs 2 Hel ocie e€ MePEKPHITHS COCTOSHIE YIOBIETBOPHUTEILHOE.
B Hacrosmmee BpeMsi CTabuIbHA, HAXOMUTCS TOJ aMOyIaTOPHBIM
KOHTPOJIEM IeJuaTpa, raCTpO3HTEPOIIOra.

3akarouenue. ATpesus xETUEBBIBOIAIINX ITyTeH — TsDKENOE,
Iporpeccupylolee 3adojieBaHie OWIMAPHOTO TPaKTa, MaHu(pe-
CTUpYIOLIEee C MIEPBBIX THEW KU3HU peOEHKa. PaHHss muarHoCcTH-
Ka JTAaHHOTO 3a00JIEBaHUS ¥ CBOEBPEMEHHO ITPOBEAEHHAS Olepa-
st Kacan yMmeHsbI1aet BeposITHOCTh ocinokHeHuit. [Tpu Head-
(hEeKTMBHOCTH KOHCEPBATUBHOM TEpanuyu MMMYHOCYPECCOpaMu
¥ TIOPTOHTEPOCTOMHHU HPOBOAUTCS paJivKajbHasl Olepanus —
TPaHCIUIAHTALUS TT€YEHH.

BNNAHUE AHTUBAKTEPUATIIbHbIX NMPEMAPATOB
HA MUKPOBUOTY KULLUEYHUKA

MyneHkoBa A.B., llabuHoB B.C., BarHtok E.M.

HayuHble pykoBoautenu: npod. U. CmupHoBa,
npod. A.A. KopcyHckum

MepBbit MOCKOBCKMIA rOCYAapPCTBEHHbIN MEAULIMHCKUIA
yHusepcuteT nmeHn N.M. Cevenosa MuHsgpasa Poccum
(CeyeHoBckui yHuBepcuTeT), Mockea, Poccus

Kntoyesble crioga: 063op, demu, Mukpobuoma KUuWe4yHUKa,
enusiHuUe aHmubuomMuUKo8

AxmyanrvHocms. HecmoTpsa Ha pa3zHoobOpasue, 00Jb-
nrasi 4acTh KHIIEYHOW MUKPOOUOTHI COCTOUT W3 IISITH THIIOB,
Bacteroidetes u Firmicutes coCTaBISIOT HAaHOONBIIYIO MOITYJISI-
o (6onee 90%) B xumeynnke. HopMaspHBII cocTaB MUKPO-
OHOTHI CIIOCOOCTBYET YCTOMUMBOCTH KOJOHHM3ALMH KHIIEYHUKA.
ITpuém aHTHONOTHKOB MOXKET IIPUBOAUTD K YMEHBIIEHUIO Pa3HO-
00pa3usi MEKPOOHOTEI KHIIICYHUKA W CIIOCOOCTBOBATH yBEIIHYE-
HUIO JIOJI PE3UCTEHTHBIX MHUKPOOPTaHU3MOB.

Llenv: onpeeUTh TAaTOTEHETUIECKOE 3HAYEHHE aHTHONOTH-
KOB B HapyIIEHHH MUKPOOHOTHI KUILIEYHNKA y JETeH.

Mamepuanvt u memoowi. B Harem 00630pe MBI HCTIONB30BAIN
6a3bl nannbix: PUHIL, PubMed, Google Scholar.

Pesynomamor: AHTHOMOTUKY OKa3bIBalOT NIyOOKOE BO3/IEHCTBIE
Ha MUKPOOHOTY KHIIEYHUKA, OTPEACSIISIIOT YMEHBIICHIE YHCTICHHOCTH
TMOJIE3HBIX KOMMEHCAJIOB M YBEJIMUECHHE JIOJIM OTEHIIMAIBEHO Bpe/-
HBIX JUIsI Oprann3ma ped€Hka Oaxrepuit. [TonycHHTEeTHYECKUE TIEHHU-
LJUTUHBL, HIE(AIOCTIOPUHBI (KPOME MSATOrO TOKOJICHHS ), MAKPOJIH/IBL,
KJIMHJAMHILH, XMHOJIOHBI M KapOarieHeMbl CIIOCOOCTBYFOT yBEIIHYe-
Huto nonynsiuuu Enterobacteriaceae, 3a uckmouenuieM Escherichia
coli, Ipy 3TOM CHIDKaeTcsl cofepxanue Bifidobacterium. Ananm3
YCTOWYMBOCTH MHKPOOOB MOKA3BIBAET, UTO TONTOCPOYHBIE H3MEHe-
HUSI MUKPOOMOTBI MOCIIC aHTUOMOTHKOTEPAITHH Pa3TUUHBIX (opm
MAaTOJIOTHH y JieTeil coxpanstioTes oT 1 roga ao 4 net. [lostomy Tak
BAXXHO YYHTHIBATh (PapMAKOKMHETUKY Ha3HauYaeMOro aHTUOMOTHKA:
Hpenaparsl ¢ HU3KOH OMOOCTYITHOCTBIO B OOJBIIICH CTEIICHH BITHS-
0T Ha MHKPOOWOTY KHIIIEYHHKA. B 3aBHCHMOCTH OT MeXaHH3Ma Jiei-
CTBHSI aHTHOHOTHKA MOTYT (QOPMHUPOBATECS pa3IndHbIEe H3MEHEHHS
MHKPOOHOTHI: OaKTEPHOCTATUKH YBETNYUBAIOT YHCIIO TEHOB, KOAH-
PYIOIIUX JIUIIONOIMCAXapHUABL, YTO CIIOCOOCTBYET POCTY TPaMOTPH-
LaTeNIbHOI MUKPOOHOTHI, GaKTepULIUIHBIE TIPENapaThl ONPENEIOT
YBEIIMYCHUE YHCIICHHOCTH TPAMITOJIOXKHUTENIBHBIX OAaKTepHit 3a cuéT
TIOBBILICHUSI TIPENICTABUTEIFCTBA [EHOB, YYACTBYIOIIHX B 00pa3oBa-
HuW SHA0CTIOP. [IpréM aHTHOMOTHKOB BO BpeMsi OepeMEHHOCTH, KOp-
MSIIMMH JKEHIIIMHAMH ¥ IETBMH JI0 | TO7a IpensTcTByeT GopMHUpoBa-
HHIO HOPMAJIFHOTO KQ4€CTBEHHOTO ¥ KOJIMYECTBEHHOTO COCTaBa MH-
KpOOUOTHI kullledHrKa peOEHka. [IpuéM aHTHONOTHKOB PUBOIUT K
PACIIMPEHHIO PE3UCTOMA MUKPOOHOTHI KHIICYHUKA W BIIOCIIEICTBHH
Teperade TeHOB PE3UCTEHTHOCTH OT HOPMaIbHOM MUKPOOHOTHI IaTo-
TeHHBIM mTamMMaM. K mocnencTBusiM HapyIieHnid MUKPOOHUOTHI KH-
IIEYHHKA Y AeTel OTHOCAT (OpPMUPOBAHKE OXKHPEHHS, CAXapHOTO JH-
a0era, ajIepruyeckux OoNe3HeH, yBeTMIMBACTCs IEPUO]T IOy pactia-
Ja KCCHO6I/IOTI/IKOB, TMOBBIIIACTCA BOCIPUHUMYNBOCTD K I/lHq)CK]J,I/ISIM.

3axniouenue. AHTHOAKTEpUAIbHBIE IPENapaThl IPU3HAHBI
OIHUM 13 (AKTOPOB, YBEIHMUMUBAIOUINM IPOJOKUTEIHHOCTD
JKU3HH, OJJHAKO WX Ype3MEepHOE WIIM HEMPAaBHIbHOE NMPHUMEHe-
HHE MOXET IPUBOJNTH K Pa3IHYHbIM HAPYIIEHUSIM MUKPOOUOTEI,
CIOCOOCTBYIOIIMM YMEHBIICHUIO Y3(Q()EKTUBHOCTH JiedeHHs nH]EeK-
LIMOHHBIX 0OJIE3HEH M YBEINYCHHUIO 3a00ICBaCMOCTH.

k %k ok
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OCOBEHHOCTU COBPEMEHHOIO TEYEHUA
KOPWU Y OETEWU

MyneHnkoBa A.B., CycnonapoBa IN.C., BarHiok E.M.,
ByraHosa E.P., MupoHoa O.A., Yupkuna M.B.

HayuHble pykoBoautenu: npod. UN. CmupHoBa,
npodp. A.A. KopcyHckum

MepBbit MOCKOBCKMIA rOCY4apPCTBEHHbIN MEANLIMHCKAIA
yHuepcuteT numenn N.M. Cevenosa MuHsapasa Poccumn
(CeyveHoBckui yHnBepcuteT), Mockea, Poccus

Knrodeenle criosa: demu, Kopb, QuagHOCMUKa, JledeHue,
OCIIOXKHEHUS

Axmyanvrnocmsb. Kopb — BBICOKOKOHTAar03Hasi BUPYCHAasl UH-
(bekuus, mepenaromascs BO3AyIIHO-KaleIbHbIM My TEM, TIPOTEKa-
FOIast ¢ XapaKTepHOH KIMHUIeckor kapTuHoi. [To manasiM BO3,
Poccus Bomia B mepByI0 AECATKY CTPaH IO YUCTY OONBHBIX KO-
peio B 20222023 rT.

Lenv: onpenenutb 0COOCHHOCTH TEUEHHS KOpH y JeTei pas-
HOTO BO3pacTa.

Mamepuanei u memoOui. IIpoBenEH peTPOCTIEKTUBHBIN aHAIN3
ucTopHii 60sIe3HH 65 eTei, KOTopble OBLIH TOCIUTAIN3HPOBAHBI
u nponedeHsl B JIIKB Ne 9 um. I'H. Cnepanckoro ¢ auaraHo3zom
«xopb» B niepuof ¢ stHBaps 2022 1. mo okts10pek 2023 1. Kpurepuem
BKJIIOUEHUS SIBIISUIOCH CEPOJIOTNUECKOE OATBEP)KACHUE IUArHO3a.
Bce GombHbIE ObLIN paclpeaeieHbl Ha 3 TPYIIIbI 0 BO3pacTy: 1-1
rpynmna — oT poxiaenus 1o 1 roga (n = 16); 2-1 rpynmna — ot 1 10
5 net (n=27); 3-a rpyrma — ot 7 go 17 net (n = 22).

Pe3ynomamui. Jlonst netei, He MPUBUTHIX M3-3a OTKa3a WU
MEIULIMHCKOTO OTBOAA, B 3-i rpymme cocrasmia 87,5% (n = 19),
Bo 2-it — 70,4% (n = 15). CpenHersikénoe TeueHue Habmona-
noch y 16 (100%) nereit 1-ii rpymnmsl, TsDKENOE TeYeHHE OBLIO
y 7 (33,3%) nereit 3-ii rpynnel. IIpu noctymienuu y Bcex ze-
Teil (PUKCUPOBAITUCH JKAIOOBI HA JTMXOPAIKY, CHINb, KallleNb, 3a-
JIO)KEHHOCTB HOCA, SIBICHUS] HHTOKCHUKAIIMH, YK3aHTEMa M Kara-
panbHbIe BIeHUS. Y AeTel 3-i TPpyIIbl 4acTo BBIABISUIN ISTHA
®unarosa (82%; n = 18), sHanTemy (23%; n = 5), numdaneHo-
naruto (77,3%; n = 17). OcnoxxHeHUs Yalie pa3BUBAJIKCh Y Jie-
teit 3-i rpynnsl (67%; n = 14), B TOM 4nciIe CHHAPOM CUCTEMHO-
ro BoCHanuTeabHoro oreera (4,5%; n = 1); B 1-i rpynmne y ngereit
OCIIO)KHEHUSI BCTPETHIIUCE ¢ YacToToit 62,5% (n = 10), y nereii
2-# rpynnel — 59% (n = 16). [IneBMOHUS pa3BUIach y KaKao-
ro 5-ro pe6éuka 1-if rpynnsl (n = 3) u xaxnoro 10-ro 60sHOTO
2-ii u 3-ii rpynn (n =9; n = 11 coorBeTcTBeHHO). IlepenecEHHbIIH
COVID-19 6s11 y 16 (24,6%) nereii: 1-s1 rpynma —y 1 (6,25%),
2-9—y 6(22,2%), 3-1 —y 9 (41%), comyTcTBYyIOIIasA pecnupa-
topHas nHpexuust — y 2 (12,5%), 7 (26%), 2 (9%) nereit 1-3-it
TPYIII COOTBETCTBEHHO.

3axniouenue. Jletn B Bozpacte 7—17 5T yale NepeHOCHIH
KOpb B TSDKENOH dopme ¢ ocnoxkHeHusMu. Cpeau Beex HaOIroaB-
mwmxcst 00NMBHBIX BBICOKA fois nepenecéanoro COVID-19 (24,6%;
n = 16), 9T0 MOXKET OBITh CIIEACTBUEM YMEHBIICHNSI IMMYHHOH 3a-
IIUTHI ¥ TIOBBIIICHNS BOCTIPHUMYHUBOCTH OPTraHU3Ma K JPYTUM HH-
¢bexuam. Huskas 1o BaKUMHUPOBAHHBIX AETEH OTpaXkaeT Hera-
THUBHBIE NTOCJIECTBUS IAHIEMHUIECKOTO KPU3UCa Ha 3[PaBOOXpaHe-
HUE U HEPEIIUTEIbHOCTh POIUTENICH B OTHOIICHHH BaKIIMHALIUH.

KPUTUYECKAA KOAPKTALIUA AOPTbI
Y HOBOPOXOEHHOIO PEBEHKA

MyxTtapxaH 3.M.
HayuHbi pykoBoauTenb: goueHT C.T. KusaroBa

MeaunumHckuin yHuBepeuteT Kaparangbl, KaparaHaa,
Pecny6bnuka KasaxcTtaH

Knrouesnie criosa: knuHu4eckull criydal, koapkmauyusi
aopmel, o6cmpykyusi dyeu aopmai, Oykmyc-3a8UcUMbIe
rnopoku cepoua

Axmyansnocms. Koapkrarys aopTel — BpOXKAEHHOE Cy>KEHHE
HUCXOJIAIIEH a0PThI, OOBIYHO PACIIOJIOKEHHOE TUCTAJIbHEE JIEBOI
TIOKJIFOUMYHOM apTepuy PAZIOM C apTepHalibHbIM IPOTOKOM. Pac-
npoctpanéHHocTh Koapkranuu — 0,2—0,6 #Ha 1000 ponuBIIMXCS
JKUBBIMH, U 4aCTOTa COCTaBIsIET 5—8% cpean BceX BPOKIEHHBIX
HIOPOKOB CEepIIa.

Onucanue xnunuueckozo cayuas. Mansuuk K., oT Marepu
34 net, npexIeBpeMEHHbIE OllepaTHBHbBIE POAbI 2-€¢ B cpoke 34
Hen + 4 nHs. bepeMeHHOCTD BbI3BaHa HKCTPAKOPIIOPANIBHBIM OILIO-
JoTBOpeHneM. B anamHe3e MaTepu COCTOSIHUE TTOCTIe TOTHON TH-
peounskromuu B 2018 1., paguoiionrepanuu B 2019 r. Ilpu Y31
B 34 Hen + 4 HS aHTEHATAJILHOM ITaTOJIONMU HE BBIsABIIEHO. [101-
HOE Tpe/Ie)kaHue IJIaleHThl. Bu3yanbHble H3MEHEHUS B CTPYK-
Type IuiateHTbl. He ucKiIro4aeTcsi marojJoruyeckoe npHKperuie-
HUe TianeHTsl. OqHOKpaTHOE OOBHTHE ITYIIOBUHBI BOKPYT ILIEH
y wioxa. Macca tena npu poxnaenuu 2259 1, nmuHa Tena 46 cM,
olleHKa 1o mkane Anrap 6/7 6amnos. [IpoBoausinucs Mepbl cTabu-
nu3anuu: mwar A, mar B. ITocne ctabunuzanuu coctosHusi peoé-
HOK HaxoJuics Ha pecniuparopHoii nognepsxke CPAP. Ha 2-e cyT-
KM J)KU3HHM PeOEHKa BBISABJIECHBI JlecaTypalus, HecTabuibHas reMo-
JUHaMUKa, HapacTaHue nuano3a. CocTosHUE PacieHUBAIOCh KaK
KpaitHe TspKEnoe 3a CU€T HapacTaHUsl PECIIHPATOPHBIX U Cepled-
HO-cocyaucThix HapymeHuil. [Ipu OxoKI BbIsiBIEH BpOXKAEHHDII
MIOPOK Ccep/ilia: KoapKTalus aopThl (AnameTp nepeueika 3,5 Mm),
Ha ypOBHE KOapKTalllU IpaJIMeHT He onpenensercs. He uckitoua-
€TCsl IepephIB JYTH aOpThl. AOPTaJbHBINA KJIanaH 3 CTBOpYATHIi,
MaKCHMAaJIbHBIN CUCTOJIMUYECKUM I'PalMeHT aBICHHUS HAa a0pTallb-
HOM KJanase 3 MM pT. cT. Jlunatarys BOCXO/SIIEro OT/Ie1a a0PTHI.
[Ipu xoHCYNIBTAIMK KapIUOXUPYPra PEKOMEH0BAHO NPOAOIIKUTD
BHYTPUBCHHOC TUTPOBAHNUEC Ba30CTCHOHA, ITPOBOANUTH JUYpPETUYIC-
CKYIO TEpaInuio MpH CHWKEHUH TUype3a. 3aKIIIounTeNbHbII Tnua-
rHo3: Kputnueckas xoapkrarus aoptbl. OTKpBITBIH apTepHalib-
HbIH TpoToK. JedexT MexmpencepaHon neperoponku. JIérounas
runepreH3us. [ unokcuaeckoe nopaxenue [{HC Tsoxénoii crene-
HU, ocTphIii nepuof. Cunapom yraereHusi. CHHIPOM JbIXaTellb-
HBIX paccTpoiicTB. HenoHomeHHbli pedEHOK B 34 Hen + 4 mHs,
COOTBETCTBYET CPOKY rectanuud. Ha MOMEHT ocMOTpa B CBSI3HU C
MaJIbIM BECOM, KpaiHell TSKeCThIO MOPOKa, TSKECTBIO COCTOSHUS
IIOpOKa ONEpaTHBHOE BMELIATENHCTBO HEBO3MOKHO. Ha 3-u cyT-
KM COCTOsIHME peOEHKa aroHupytoiiee. JleTanbHbIH HCXOI HACTY-
it yepes 2 cyT 15 4 54 muH.

3akarouenue. HeoOXommMo cOBEpIIECHCTBOBAHNE HEOHATAIIb-
HOTO CKpPMHHUHIA M PEIICHUsI BOIPOCA B OTAENBHBIX CIIy4asx O Ipe-
pHIBAaHUU OEPEMEHHOCTH 110 MEAULIMHCKUM NOKa3aHHUSM.
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rONnonPO33HLEE®ANNUA Y HOBOPOXAEHHOIO
PEBEHKA

Mbip3arynoB M.T., Omup3sak A.A., EpHussos P.
HayuHbin pykoBoauTenb: goueHT C.T. KusaroBa

MeanumHckuin yHuBepceuteT Kaparangbl, KaparaHaa,
Pecny6bnuka KasaxcTtaH

Knrouesnie criosa: knuHu4eckull criy4dal, HO80POXOEHHbIE,
8eHMpuUKoMeaarsusi, 20/10Mpo33Hyechanusi, aHmeHamarnbHasi
OuasHocmuka

Axmyanvrocme. TononpossHuedanus — Tsoxénoe Hapylie-
HUE (HOPMUPOBAHHS MO3Ta, PU KOTOPOM (PUKCHPYETCs MOTHOE
WM YaCTMYHOE OTCYTCTBHE Pa3/elICHHs Ha IOJIyIIapus B coue-
TaHUM C IPYTUMH NTOPOKAMHU Pa3BUTHsI FOJIOBHI U uua. CUMIITO-
MaMH JJaHHOTO COCTOSIHUS ABJISIFOTCSI aHOMalbHOe (opMHupoBa-
HHE JIMLA C Pa3BUTHEM IIHKJIONNH, X000TKOOOpa3HOTo HOCca (WK
OTCYTCTBHSI HOCA), 3asiubeil TyObl M pacIileIMHbl TBEpA0ro HEDA.
BcerpeuaemocTts Beex OpM MATONOTHU MO PA3IMIHBIM JaHHBIM
cocrapister 1 ciyqait Ha 8000—16 000 pomoB, 0co6eHHO JacTo Ta-
KHe TIOPOKH BBISBIISIIOTCS y BhIxonueB u3 [lakucrana, ['aBaiieB u
IOro-BocrouHoit A3uu. Y neBouek royonpossHiedanus 1uarHo-
CTUpYETCS NPUMEPHO B 2 pa3a yallle, YeM y MaJIbBYHKOB.

Onucanue knunuvecko2o cyyas. Manbauk, ot Matepu 35 Jier,
oT 5-#1 6epeMeHHOCTH, 5-X caMOIIPOU3BOJIBHBIX poaoB. bepemen-
HOCTh NIPOTEKaja Ha JOHE aHEeMUU CpeHel TshkecTr. B anamHe-
3e y Marepu 0coOeHHOCTE# He ycTaHoBIeHO. [Ipy aHTeHaTalb-
HOM Y3U BbIsIBIIEH BPOXKAEHHBIN MOPOK Pa3BUTHS LIEHTPATHHON
HepBHoii cucteMsl (BIIP ITHC). BrolpaskeHHas BEHTpUKYIOMera-
nus Tsokénoit creneny. I'mapouedanus. ['unomnnasus Mo30a1cTo-
ro Tena. Jlucconuedanus. C MaMoil ObUT TPOBEAEH KOHCHIIUYM,
peleHreM KOHCHIIMYMa IIPOBECTH poJiopa3pelieHne Ha 4 ypos-
HE COIVIACHO peruoHau3aiuu. PeOEHOK poIuiIcs ¢ Maccoi Tena
2860 1, nnuHoi Tena 50 cM, olleHKa 1o mkane Anrap 8/9 6aios.
CocTosiHHE IPU POXKACHUU YAOBIETBOPUTEIbHOE. 3aKpHUYal cpa-
3y. IIpuitoxeH K rpyau, cocai akTHBHO. Y YHThIBasi aHTCHATAJIbHO
oistBiieHHBIA BIIP ITHC mns panpHelero oociaeaoBaHus U Ha-
OJrofieHHs TIEpEBEeIEH B OTACIECHHE ITaTOJIOTUH HOBOPOXKIEHHBIX.
B Teuenme 1-x cyTOK JXM3HM IEepeBEAEH HA CIIEKEHHOE MOJIOKO,
Ha3HA4Y€H JOKOPM a/lallTUPOBAHHON CMECHI0, yUUThIBask HEJOCTA-
TOYHYIO JakTauuio. Ha 3-u cyTku mociie 1oo0ciieoBaHus Bbl-
CTaBJIEH JUArHO3: rOJIONpo33HIedanus, 1o6apHas Gopma, BeH-
TpuKyJoMerainus. KoHCynsTHpOBaH HEBPOMATOIOIOM, JIaHbI pe-
KOMeHsanyu. B nuHaMuke BhIXa)kKuBaJics B manare ¢ mamoi. Ha
6-e CyTKM )KU3HH PeOEHKA JIAKTAIMs Y MaMbl HOPMaJIN30Bajlach,
JIOKOpM cMechio oTMeHEH. ComaTrueckuii ctaryc 6e3 0coOeHHO-
creil. [IpuBuT no miany. Ha MomeHT ocMoTpa nokasaHuii k orne-
paTUBHOMY JieueHUIO He ObL10. PEOEHOK BhIMUCAH JOMOI ¢ peKo-
MEH/IalMsIMU Ha 8-i 1eHb KU3HH.

3axnouenue. TononpossHiedanus IMeeT reTeporeHHy0 dTH-
OJIOTHIO, BKIJIIOYAsI TEPATOTCHHYIO M/WMIIN TE€HETHYECKYIO OCHOBY.
IenecooOpa3HO JUArHOCTUPOBATH TOJNIOMPO33HIE(DATHIO BHY-
TPUYTPOOHO U OIIPEENUTh €€ THIIL VIS KIIaCCU(DUKALMU TSHKECTH,
OCIJIOKHEHHH 1 BeDkMBaeMocTH. JlobapHas ¢popma npencrapiser
CIIIAKCHHBIH BapHaHT rojonpo3sHuedanin. Poguteneii pedo&nka
C MArHO30M «TOJIOTIPO33HIE(DATHS» CIeIyeT IPEayIPENUTh O He-
ONaronpUsATHOM MPOTHO3E.

OCTPOE NOYEYHOE NOBPEXAEHUE
Y HOBOPOXOEHHOIO PEBEHKA

Meip3arynoB M.T., Omup3ak A.A., blopan A.A.
HayuHbin pykoBoauTtens: goueHT C.T. KusaroBa

MeauumHcknii yHuBepeuTeT Kaparangpl, KaparaHga,
Pecny6bnuka KasaxcrtaH

Kntouesble criosa: HOBOPOXOEHHbIE, OCMPOE oYEYHOEe
rnospexoeHue, cuHOpom [ayHa

Axmyanvrocms. Octpoe noBpexaenue nouek (OIIT) — mm-
POKO pactpoCTpaHEHHOE M YPE3BbIYAHO ONACHOE COCTOSHHE, KO-
TOpOE 3a4aCTyI0 HECBOEBPEMEHHO AUArHOCTUPYETCS U SBIISACTCS
MPUYMHON HeOJIarONPHUATHBIX UCXOIO0B.

Onucanue kaunu4ecko2o ciyyas. Mansauk, ot Matepu 43 Jer,
ot 1-it 6epeMeHHOCTH, 1-X CaMOTIPOU3BOIBHBIX poJ0B. bepemeH-
HOCTB TIpOTeKalia Ha ()OHE aHeMHH cpeiHel TshkectH. [Ipu aHTe-
HarasnsHOM Y3U nmaronoruu He BbIisiBiIeHO. Poauiics ¢ maccoi Tena
3600 1, muHoM Tena 54 cm, no mkane Anrap 8/9 6aios. Obmiee
COCTOSTHHE OTHOCHUTENILHO YAOBIETBOPUTEIbHOE. BhIsBIEHDI pU-
3Haku cuHApoma Jayna. Ha 2-e cyTku cocrosiHue peGEHKa yXya-
HIMJIOCh OTMEYAIOCh CHIKEHHE caTypaiuu 10 85%, cpenHei cre-
MIEHU TSKECTH 32 CUET YMEPEHHBIX PECIUPATOPHBIX HAPYyLISHHH
Ha (hOHE XPOMOCOMHOMN MaTonoruu. TOHBI CepAlla PUTMHUYHBIE,
SICHBIE, B 5 TOUKE M Ha BEPXYILIKE CEP/Ila BBICIYIINBACTCS KOPOT-
KU CUCTONNYECKUi 1IyM, 6e3 uppaauanuu. beina Hauara okcure-
HaIus 9epes JIMIEBYIO MacKy. B koHIe 2-X CyTOK )KU3HH OTMeYa-
JIOCh CHHM)KEHHUE TEMIIa JInype3a, 3a nocnenaue 10 u — 0,2 mi/kr/d,
kpeatnHiH — 197,0 Mmonb/11, MoueBrHa 4,9 MMOJIB/JI, BHICTABIICH
JIMarHo3: OCTPOE MOYEYHOE MOBpeXAeHuE, | cTaaus. YCTaHOBJIEH
MOUEBOM KaTeTep, poBe/ieHa CTUMYJIALH nuypesa 1% ¢dypocemu-
1oM, peakiu He Ob10. [IpoBenena BoaroM-3cnianiepHast Harpy3-
ka 0,9% NaCl u3 pacuéra 20 MiI/kr B TeueHne 1 4, BO30OHOBIICHA
UHQY3Us, U AaTbHEHIIero JieueHnus: peOSHOK MepeBeiéH B pea-
HUManuio. [Tpu yneTpa3ByKoBOM MOHUTOPHHIE CEP/LA BEISIBICHBI
Je(GeKT MEeXIPeICEpIHON NePEropOKH, OTKPBITHIH apTeprab-
HBIH TPOTOK, yMEPEHHOE CHUKEHUE COKPATUTEIILHON CIIOCOOHO-
ct Muokap/a. Hayara kapanoToHndeckas moaaepkka 100yramu-
HOM B 1103€ 5,0 MKI/KI/MHH, Ba30AMIATHPYIOLIAsl TEPAITHS. OTXOXK-
JICHIE MOYHM [TOMHUMO KaTeTepa, MOUYEBOi KaTeTep B aCEITHIECKHX
ycnoBusx ynanés. Jlnypes 3a cytku — 2,0 mu/kr/d4. B nunamunke
110 gaHHbIM OX0KI™ 0TMEHeHa HHOTPOIHAS HOJIepIKKa 100y TaMu-
HOM, KpeatuHuH — 175,0 MMoJ1b/11, MoueBHHa 4,9 MMOJIB/1T B TU-
HaMUKe co CHIkeHneM. Ha 8-e cyTku MoueroHHas Tepanus oTMe-
HeHa. Jluype3 nocrarounslii — 3,7 mir/kr/4. Ha MoMeHT ocMoTpa
MOKa3aHUH K ONepaTHBHOMY JIEUeHHUIO He ObII0. PeOEHOK BHIMH-
caH goMoi Ha 13-i AeHb KU3HU C PEKOMEHIALUSIMHU.

3axniouenue. B 85% ciyuaes OIIII o0ycioBieHa npepeHas-
HBIMH ITpUYHHAMH, B 12% — mopaxeHHeM MoYeyHOl napeHxu-
MBI (pEHAIbHBIE IPUYHHBI), B 3% — XUPYPruuecKoil naronoruei
(mocrpenanbHbIe TpuanHBI). Pacnpoctpanénnoit mpuanHoit OINIT
Y HOBOPOXIEHHBIX SIBIISICTCSI BPOXKIEHHBIN MOPOK CepALa, KOTO-
pBIH YacTo conpoBoxkaaeT Oone3Hs JlayHa.

* %k ok
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MYNBTUCUCTEMHbIN BOCI'IAHVI]’EHbeII?I
CVHOPOM, ACCOLIMMPOBAHHbIN C SARS-COV-2,
NMPOTEKAIOLLMIA NOO MACKOW KOPU

Hamaszosa A.4., Pankosny M.C.
HayuHbin pykoBoguTtens: npod. C.B. Yyenos

Poccuncknin HaumoHanbHbIA UccreaoBaTenbCKui
MeauLMHCKn yHusepeuteT nmenn H.W. Muporosa
Mwun3zgpasa Poccumn, Mockea, Poccus

Kniouesnbie criosa: knuHudeckut cryqat, demu, COVID-19,
Kopb, OuazHoCMuKa

AxmyansrHocms IpoOIeMbl OIpeseNsieTcsl MPOoJoIKatoIeii-
cs mupkysinueir SARS-CoV-2 Ha GoHe HeOnaronpusiTHO# 31mu-
JIEMUOJIOTHUECKON OOCTAaHOBKH 110 KOPH.

Onucanue knunuueckozo ciyuasn. Mansauk B Bozpacte 9 mec
¢ SMOpHOHAILHON pabIOMHOCAPKOMON MOUYEBOTO ITy3bIPs U MPO-
CTaThI MOCTYIHI B MH(EKIIMOHHOE OTJEIICHUE B CBA3HU C MOSBIIC-
HUEM MEJIKOMISATHUCTON CHIIH Ha Jinle Ha ¢oHe nuxopaaku. [Ipu
OCMOTpE Ha 2-e CyTKHM OT Hayaya 3a00JIeBaHUs JIUXOPajaKa J10
39°C, ckiiepbl HHBEUUPOBAHBI, THUCTO-TAITYIE3HAS PacIpo-
CTpaHEHHAS CHINTb Ha KOXE JIMIA, TYJOBHUIA U KOHEYHOCTEH, ca-
Typauus 96%, B3yTue KUBOTa, AMapes. B cBs3u ¢ oTCyTCTBHEM
y peO&HKa NMPOPUIAKTHUECKUX IPUBUBOK B YCIOBUSX MOABEMA
3a00JIEBA€MOCTH KOPbIO OH ObLI M30JMPOBAH B OOKCUPOBAHHOM
OT/IEJIEHUU C NT0J03peHHeM Ha Kopb. [1o gaHHBIM 1a60paTOpHOTO
o6ceqoBanus BRIABIEHBI TuMponenus 0,22 x 10°/1, TpoMboIu-
tornenust 36 x 10°/1, moBbIIIeHIE MapKepoB Bocmanenus — C-pe-
aKkTHBHBIN Oenok 42,2 mr/n, pepputud 1977,9 Hr/mi, npokasblu-
touuH 0,326 Hr/mi, noBeleHue ypoBHs ¢pubdpuHorena 4,18 r/x,
D-pgumepa 2311 Hr/mi, MO3roBOro HaTpUilypeTU4ecKoro MenTu-
na 3059 nr/mi. B maske n3 Hocomtotku MetoaoM ITLIP oOHapy-
xena PHK SARS-CoV-2. TIpu sxokapauorpaduu BhISBICHBI TH-
JIaTanys MOJOCTH JIEBOTO XKETyJO0YKa, BBIIOT B MOJOCTH IMEpH-
kappaa. [Ipu KoMIbIOTEpHOH TOMOrpaduu yCTaHOBIICHA BUPYCHAs
nHeBMOHMA. AHanmu3 IgM k Bupycy kopu oTpULaTeIbHbIA. Yuu-
ThIBasI HAJIMUKE Y peOEHKA B TSDKEIOM COCTOSIHUM IIPU3HAKOB CU-
CTEMHOTO BOCHAJICHUs (JIMXOpajKa, IOBBIIEHHE MapKEPOB BOC-
TaJICHHU ), TIOPAXKEHUSI cepaa, IETKUX U KOXKH, KOHbIOHKTHBHTA,
JTHApeH, a TAKKe TPOMOOIIUTOIICHUH U JIMM(OTICHUH, TIPH OOHAPY-
xenur PHK SARS-CoV-2 B kinHH4ecKoM 00pasiie BO BpeMs Jie-
6roTa 3a0071€BaHUs AUATHOCTUPOBAHO TEUCHUE MYILTHCHCTEMHO-
I'0 BOCIIAJIUTEIBHOIO CUHApoMa Ha doHe unpexkuuu SARS-CoV-2.
[IpoBoaunack mpoTUBOBOCHANUTENbHAS (IEKCAMETA30H), aHTHA-
rperanTHas (aleTHIICATHIIIOBAs KUCIIOTA) Tepams, BHYTPHBEH-
HOE BBEJICHHE HMMYHOIVIOOYJIMHA C TIOJIOKHUTEIBHBIM 3 (PEKTOM
— peOEHOK BBHINTUCAH U3 OTAEICHUS B CTAOWILHOM COCTOSTHUH C
HOPMAaJIM30BaHHBIMU JIA0OPATOPHBIMHU ITOKA3aTEIAMHU.

3axniouenue. CBoeBpeMeHHOE IpoBeaeHue AuddepeHu-
aNBbHON JTUaTHOCTUKH MEXIy MYJIbTHCUCTEMHBIM BOCITAJIHTEINb-
HBIM CHHJPOMOM U KOPBIO Y PEOEHKA C TSHKEIOW COMAaTHUYCCKOM
naToNoruei obecrnednBaeT OIaronpuATHBIE TEIeHHE U HCXON 3a-
OosieBaHus.

k sk ok

NMPMBEPXEHHOCTb K TEPANUU
NEKAPCTBEHHbIMU CPE[JCTBAMU
B NEAUATPUYECKOW NMPAKTUKE

HeBmepxuukun B.C., MaHueBuu K.C
Hay4Hbin pykoBogutens: goueHT A.l. YucTtbin

Benopycckuin rocynapcTBeHHbIN MEAULMHCKAIA YHUBEPCUTET,
MwuHck, Pecnybnuka benapycb

Knouesnie criosa: demu, npueepxeHHOCMb JIEYEHUIO,
aghgpekmusHoCcmb mepanuu

Axmyanvrocmy. IIpUBEp>KeHHOCTD JIEUEHUIO — 3TO CTEIICHb
COOTBETCTBHSI [TOBE/ICHHS MAIIMEHTa PEKOMEHIAlUM Bpaya B OTHO-
IIEHUU PETyJIIPHOCTH NMpHUEMA JIEKapCTBEHHOTO CPEJICTBA, €ro J0-
3Bl ¥ HHTEPBaJa MKy TPUEMaMH, a MOBbIIECHHE Y(Q(HEKTHBHOCTH
MEPONPHATHH, KOTOPbIE HAPABJICHBI Ha YITy4IIeHHE TIPUBEPIKEH-
HOCTH JICUCHUIO, MOKET MIMETh Topa3zio Oobllee BIUSHUE Ha 310-
POBBE HACEJICHHs, YEM YCOBEPIICHCTBOBAHUE OT/IEIBHBIX Bpauyeo-
HBIX MaHUMYJIALUHA. JJaHHOE onpenienieHne ObUIO MPUHSTO HAa KOH-
rpecce BO3, nocsménaoMy komriaeHTHOCTH, B 2003 T, 1 OHO
0CTaéTcsl aKTyaJIbHBIM.

Llenv: ompenenuTh CTENeHb KOMIUIAEHTHOCTH B NIeJHATPH-
YECKOU MPAKTHKE.

Mamepuanvt u memoobi. IIpoBeACHO OTKPHITOE MPOCTICKTUB-
HOE HMCCIIIOBAHUE [UIsl ONPEIeNICHUs] COOTIOICHUSI ICThbMU Ha3Ha-
4yeHMH Jlevalero Bpaya. B HéM nmpuHsuM yuactue poautenu 72 nie-
TeH, U3 KOTOphIX 42 peOEHKa HAXOIUIUCH HAa aMOyJIaTOPHOM Jiede-
uuy, 30 nereil — Ha craiMoHapHOM. PoxuTeny geTeii oTBeTIIN Ha
BOIPOCEHI, CBSI3aHHBIE C OLICHKOH TPUBEPKEHHOCTH JIKAPCTBEHHON
Tepanuy ¥ KOMIIEKCOM (haKTOpOB, CIIOCOOHBIX HA TO MOBJIHUSATS.
IMonoxuTtensHLIN OTBET HA BONPOC oleHuBascs B () 6ayuIoB, OTpHUIIa-
TeNbHbIH 0TBeT — | Gasut. JIyist onpeneneHus, HaCKOJIbKO BHJ OKa3a-
HUSI MEAUIIMHCKON ITOMOIIH BIMSET HAa KOMIUIAGHTHOCTB, OB IIPO-
BeIEH pacuér mokasarerst otHomeHus mancoB (OL) ¢ orenkoit ero
3HAYUMOCTH, UCXO/Is U3 3HaYeHUH 95% 10BEepUTENBHOIO HHTEpBAIA.

Pesynomamui. YpoBeHb KOMIUIAGHTHOCTH CTaI[MOHAPHBIX OOJIb-
HBIX CYIIECTBEHHO IPEBBIIIAJ AHAIIOTHYHbBIE TApaMETPbI y amMOyria-
TOpHBIX O0NBHBIX — 3,533 (0-6) mpotus 2,095 (0-6); p < 0,05; Z =
1,970. Yactora HEKOMIUIAEHTHOCTH ObLIa 3HAYUTEIHHO OOJIbIICH Y
amOyJaTOpHBIX OOJIBHBIX, YEM B TPYIIIE CTAIIMOHAPHBIX (1 = 30) —
71,43% nporus 40% (n = 12); > = 7,112; p < 0,01. lllasc oGHapy-
JKEeHUsI y OOJIBHBIX, HAXOIAIIUXCS Ha aMOy/IaTOpHOM JICYEHUH, I10JT-
HOI HEKOMILTACHTHOCTH COCTaBHII 2,5, Cpely MalueHToB Ha amMOy-
JIATOPHOM JICUEHUH TIOJTHOM KoMmIutaeHTHOCcTH — 0,667, OLLL = 3,750
(1,392-10,100). Begyuimu haxropamu IpeHaMEPEHHOTO CHIKE-
HUSL yPOBHSI KOMIUTAGHTHOCTH OOJNBHBIX JETell SIBISIOTCS HEl0CTa-
TOYHOE HH(HOPMHUPOBAHKE O COCTOSIHHU 3I0POBBS/OMaCHOCTH 3200~
JeBaHus U 1p. (n = 31), TMUHBIC NPEATIOYTCHHS B TAKTHKE JICUCHUS
(JIMYHBIH OMBIT, COBETHI 3HAKOMBIX U JIp.) (1 = 22), onaceHue moodoy-
HBIX 3()(EKTOB JEKAPCTBEHHBIX cpeAcTB (1 = 17), HeoBepUe Bpauy
(n=9). K HenpenHaMepeHHOMY YMEHBIICHHIO KOMIUTACHTHOCTH CJIe-
JIyeT OTHECTH HapYIIEHHs PEXXUMA NPUEMa JIEKapCTBEHHBIX CPEIICTB
(n = 45), ux BbICOKYI0 cTOMMOCTB (1 = 18) n nedunut (n =9).

3akarouenue. YCTaHOBIIEH BBICOKUI YPOBEHB IOJHOCTBIO HE-
KOMILJIACHTHBIX OOJIbHBIX, YTO HETaTUBHO CKa3bIBaeTCs Ha P Qek-
TUBHOCTH MPOBOJAMMOTO JICUEHHS U IIPUBOJIUT K 3aTSHKHOMY Te-
YEeHHUIO 3a00JIeBaHKA. DTO UMEET 3HaYUTENbHbIE COIIMAIbHO-IKO-
HOMHYECKHE TOCIIEICTBUS H3-32 BHICOKHX 3aTpaT Ha JICYSHUE CO
CTOPOHBI CEMBH M YBETMYEHHUSI CTOUMOCTH MEIHIIHCKOTO 00CTy-
JKUBaHUS TOCYJapCTBEHHONW CUCTEMOH 31paBOOXPaHEHHUS.



Russian pediatric journal (Russian journal). 2024; 27. Supplement 1

https://elibrary.ru/ztmqls

https://doi.org/10.46563/1560-9561-2024-27-S1 15

SCIENTIFIC AND PRACTICAL CONFERENCE STUDENTS AND YOUNG SCIENTISTS «SPERANSKY READINGS-2024»

NEPBUYHAA LUMNTMAPHAA OUCKUHE3UA:
no3gHAA OUAFTHOCTUKA Y PEBEHKA

Henw6una [.0.
Hay4Hbin pykoBogutens: npoc. O.U1. CumoHoBa

HaunoHanbHbI MEOUUVHCKMIA UCCNenoBaTeNbCKUA LIEHTP
3nopoBbs aetert Munsgpasa Poceun, Mocksa, Poccus

Knouesnie criosa: knuHu4eckull criy4dat, 0emu, nepeuyHasi
yunuapHasi QucKuHe3usi, duaeHocmuka, fied4eHue

Axmyanvnocms. IlepBuuHas LuIHapHas JUCKUHE3US
(TTIJT) — reHeTHueckoe 3a00JI€BaHUE, TOPAKAIOLIEE MTOJIBUK-
HBIE CTPYKTYPBI KJIIETOK — IIMJIMONATH ¢ HApYIIEHUEM MYKOIIHU-
JIMapHOTO TPAHCIIOPTA, CHIKEHUEM JIPEHAXXHON (yHKIINHU pecIiu-
PaTOPHOM CHUCTEMBI, IPUBOAIIAS K MyKOCTa3y, THQUIIMPOBAHUIO,
MIPOSIBISIETCS PEUUANBUPYIOIINMH, XPOHHIECKAMH HHPEKIMIMH
BEPXHUX, HIDKHUX JBIXaTeNbHBIX yTell. [laToreneTnueckoro Je-
YCHUA B HACTOALICEC BPEMS HET.

Onucanue kaunuveckozo cyyas. bonpnoii A., ot 7-ii Gepe-
MEHHOCTH, 5-X POJIOB B CpoK, 1 Opak. ¥V crapuieit cectpsl IIL].
CocrosiHHAE TIOCIIe POXKISHHUS TDKEIOE, 00YCIOBICHO JbIXaTelhb-
HBIMH HapymeHusMy. Haxoauiicst Ha HCKyCCTBEHHOM BEHTUIISIIUH
JETKUX B T€UEHHE 7 CYT C JUArHO30M: BPOXKAEHHAs ITHEBMOHUS,
nbIxatenbHas HenoctatouyHocTh [-II crenenu. Jlamee — 4dacteie
pecnuparopHsle 3a00yeBaHus, BHEOOJIbHUYHbBIE TTHEBMOHUY 3—4
3a roa. Briepsbie B Bo3pacte 4,5 rona ycranoBneH auarsos: TTLJT;
JIBYCTOPOHHSISI KOHIYKTHBHAS TYroyXxocTh | creneHu. OObeKTHB-
HO: TPY/JHAs KJIETKa 00YK000pa3HOil (YOPMBI; BEIPAKEHBI CHMITTO-
MBI OapabaHHbIX MTAJOYEK U YaCOBBIX cTekoj Ha 1+. HocoBoe nbI-
XaHHUE 3aTPYAHEHHO 32 CUET OTEKA CIM3UCTON 000JIOUYKH, BI3KOTO
otaensieMoro u3 Hoca. Oxplku B rmokoe HeT. Kamiens npoayk-
TUBHBIH, C x&nTol MOoKkpoToi. IlepkyTopHO KOPOOOUHBIH JEr0OY-
HBIA 3BYK C YKOPOUCHUEM B HI)KHHX OTZIENIaxX ciieBa. AyCKyJbTa-
THUBHO XECTKOE ABIXaHUE, IPOBOJUTCS PABHOMEPHO, B HIDKHUX
OTIIeNIax CIIeBa JbIXaHHEe 0CIa0IeHO, BBICIYIINBAIOTCS CyXHE CBU-
CTALINUC XPUIIBI 1O BCEM II0JISIM, BJIa)KHBIC XPUIIbI BBICITYIINBAIOT-
csl B HWOKHUX oTzenax. [Ipu komisroTepHOi ToMorpadun JErkux
BBISIBJICHBI IIPU3HAKN XPOHUYECKOTO OpPOHXHTA, aTeJIeKTa3 cpell-
HEH O U SI3BIYKOBBIX CETMEHTOB BEPXHEH IO JIEBOTO JIETKO-
ro. [Ipu GPOHXOCKONHUU: IBYCTOPOHHUI THOMHBIH OPOHXUT 2 CcTe-
neHu. B 6uonrare ciau3ucTol 0007I04KH OPOHXHUATBHOTO JepeBa
JIBJKEHHME PECHUYEK HE BU3YAITU3UPYETCS; IPU IIOCEBE MOKPOTHI
BoisiBieHa Klebsiella pneumoniae. B Teuenne roga 601bHOM 1oIy-
gaeT 0a3UCHYIO TepAIUIO: aKTHBHAS KUHE3UTEPAIHsl, MHT IS~
OHHasl MyKOJIUTHYECKask M aHTUOAKTEepHAIbHASL TePaIHsl, COCTOSI-
HHUE CTaOUIBHOE, 000CTPEHHUIT OPOHXOIErOYHOTO Mpollecca He OT-
Meuaercs. B moceBax acnmpara — 6e3 H3MEHEHHH.

3axnouenue. Cumnromsl 1111 BO3HUKAIOT ¢ IEPBHIX MECSLEB
JKH3HH, 3al1003PUTh MATOJIOTHUIO MOXHO IIPU OCMOTpE, MO Xapak-
TEpHOM CUMIITOMAaTHKE, IPU3HAKaM TMIIOKCHH, JIAHHBIM CEMEHHOro
aHamHe3a. COIyTCTBYIOLINE BOCTIATUTEIbHBIE MPOLIECCHI, MO3THSIS
JMarHOCTHKA MOTYT CTaTh IPHYMHON TYTOyXOCTH, TIIyXOTBI, CHU-
JKeHHsI OOOHSHUS, CEPACYHO-IErOYHON HemocTaroyHOCTH. KoH-
TPOJIb 00ECTIEUNBAIOT €XKETHEBHbIE JIEUeOHbIE MEPONIPUSTHUSL, 005-
3aTesIbHO MMOCTOSHHOE HAOMI0ACHUE MPOPUIIBHBIX CIICIIUAIHNCTOB.

PEOKAA KOMOPBEMAHOCTb MYKOBUCLIMOO3A
U BUY-MHOEKLUM Y OETEN: ABA
NMPOTUBOMONOXHbIX ACXOOA

Hukndopora [.A.
Hay4HbIn pykoBoauTenb: OOKTOP Men. Hayk,
npoc. O.. CumoHoBa

HaumoHanbHbI MEOULMHCKUI UCCrefoBaTeNbCKUN LEHTP
3gopoBbs geten Munsgpasa Poccun, Mocksa, Poccus

Knrouesnbie crioga: knuHuveckul cryyad, demu,
mykosucyudos, BUY-uHgbekyus, ucxoobl

Axmyanvnocms. B HayuyHOH UTEpaType ONMHUCAHBI €AMHIY-
Hble ciydan BUY-undexnun y B3pocibiX OOJIBHBIX ¢ MyKOBHUC-
mo3oM (MB). Coderanue 3Tux GpopM naTosloruu UMeeT Hebla-
TONPUATHBINA IIPOTHO3 M3-32 BBICOKOTO PHCKA Pa3BUTHS JIETOYHBIX
uHbpekuni, pudposa NErkux U OBICTPOTO CHUIKCHUS JIETOUHOH
(QyHKIHH.

Onucanue kaunuveckux craydaeg. Manpuuk K., 11 ner.
C poxaeHHs OTMEYAINCh II0Xast IprOaBKa MacChl Tela, Kalllelb,
nuxopazka. Ha 1-m Mecs1ie xu3HY nepeHéc JByCTOPOHHIOO ITHEB-
MoHH0. B Bo3pacte 1 ron ycranosien quarnos MB: nonoxurens-
HBII IOTOBBIH TECT, 9K30KPUHHAS MAHKPeaTHIecKast HeOCTaToU-
HOCTh ((pekanpHas smactaza < 50 MKI/J), B JaJbHEHIIEM ObLITH
BbIsIBIICHBI MyTanuu F508del/F508del B rene CFTR. B Bo3pacte
10 ner GObina BoisiBaeHa BUY-undexius. bonpHoit 6611 nHGUIN-
POBaH IIpU aIeHOTOMUY, Ha3HAUYEHA aHTUPETPOBUPYCHAS Teparus
(APBT). IIpu o6cnenoBanny BBISBIIEHA CEHCUOMIM3ALUS K IPH-
Oam Aspergillus, Xxpounueckuii BeiceB Pseudomonas aeruginosa,
B TOM YHCJIe MYKOUIHOH GOopMBI. YMepeHHbIH GuOpo3 neueHu
(METAVIR — F2). ®yHKuus BHEIIHETO JbIXaHUS HE CHIDKEHA
(PXKEJI 87%, ODB1 90%). ITpu komnbroTepHO# TOMOrpaduu JIET-
KHX OTIpEJIeICHbl: XPOHUUYECKUI OPOHXUT, BYCTOPOHHHE LIUIIUH-
JpuuecKre OpOHX03KTa3bl, MyKoCTa3 — 0e3 OTpULaTeIbHON Au-
HAMUKH IIPH CPABHEHWH C MIPOLUIBIMA TAHHBIMH. Y YUTHIBAs PaH-
HIOIO IMarHOCTUKY MB 1 cBoeBpeMeHHOE Ha3HaYeHUE Oa3UCHOM
TepanuH, 3a Mepruoj HaOMIoNeHUS OBICTPOTO CHIKEHHS JIETOUHOM
(yHKIIMK He oTMevanock, Ha ¢pone APBT coxpansercst HU3Kas
BUpYCHasl Harpy3Ka.

Manpuuk C., ¢ poxxaeHus Obiia BeisgsieHa BUY-undexus
BCJIC/ICTBUE TIEPHHATAIBHOTO 3apa)KEHHsI OT MaTepH, C BO3pacTa
1 rox momywan APBT. C nepBbIx AHEH KU3HU KUAKHINA 3TTOBOHHBIN
cTyn 10 15 pa3 B cyTkH, cTeaTopes, 4acTble OPOHXUTHI, ITHEBMO-
HHHM, KOTOpBIE OBbIIIM HENPABUIBHO PACLIEHEHbI KaK OCIOXKHEHUS
BWY-undexiuu. Tonbko B Bo3pacTe 6 JeT ObLI YCTaHOBIIEH AUa-
rHo3: MB (renotun F508del/CFTRdele2,3(21kb)), muppo3 neue-
a1 (METAVIR — F4) ¢ curapoMoM MOpTanbHONW TUIIEPTEH3HH,
runepcruieHu3MoM B ucxone MB. Tsoxénas mankpeatndeckas He-
JIOCTaTOYHOCTb ((ekanbHas anactaza < 50 Mkr/i). XpoHUUECKUi
BbICeB P. aeruginosa, ceHcuOunuzanusi K rpudam Aspergillus.
[Tpu xomnbrOTEpHO TOMOTpaduu JErKUX BBIABICHBI XpOHHYE-
CKUH 0OCTPYKTHBHBIN OPOHXUT U PAaCIPOCTPAHEHHBIE OPOHX0OAK-
Ta3bl 000X JETKHX.

HecMoTps Ha azieKBaTHYIO Oa3MCHYIO TepaIuio, HU3KYIO BU-
pycHyto Harpy3ky Ha APBT B Teduenue MB y 3Toro 605isHOro or-
MEYaJoch MPOrpeccuBHOE CHIKeHUE J1érouHo ynkimm (GIKEJT
50%, ODPB1 49%), pa3BuTue ne4€HOUHOM HLIEhaTONaTHH (THIIe-
paMMoHHEMUS 98 MKMOJIB/JT), HOMMOPTaHHON HEOCTATOYHOCTH C
JIeTAIbHBIM UCXOJIOM B 15 JteT.

3akarouenue. Penkas komopouanocts MB u BUU-undekimu
MOXXET BCTpeUaThcs B IPAKTHKE MeauaTpa. Takoe codeTaHue yBe-
JMYMBAET PUCK Pa3BUTHUS HeOnarompusTHoro ucxona. Croespe-
MeHHoe BbisiBaeHHe MB u BUU-unpexknuu u Ha3HaueHUEe JBYX
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TMapauICIIbHBIX CXEM TC€PANH YBEIIUYHUBACT OXKUIACMYIO IIPOIOI-
KUTCIIBHOCTD )KU3HH.

MHOIO®OPMHASA SKCCYOATUBHAA
APUTEMA KAK NMPOABIIEHUE PEAKLIUU
r’MNeEPYYBCTBUTEJNIbHOCTU HA MECAINA3UH
Y NALUMEHTA C TOTAJIbHbIM A3BEHHbIM
KOJIUTOM

HoceHko K.M.", MpoxopeHkoBa M.O.",
BuHokypoBa A.B.2, KpacHoBupoBa A.E."

Hay4yHbIn pykoBoguTtenb: npod. A.C. NoTtanoB

"MepBbIt MOCKOBCKUI rocyAapCTBEHHbIN MELNLMHCKAA
yHuBepcuteT nmenn .M. CeueHosa MuHagpasa Poccum
(CeueHoBckun yHnBepcuteT), Mockea, Poccus;
2HaumoHanbHbI MeguUUHCKUIA uccnenoBaTenbCKUi LEHTP
3popoBbs aeten Munsgpasa Poccnn, Mockea, Poccus

Knroyesbie criosa: KnuHU4Yeckul cryqad, 0emu, 36eHHbIU
Korum, Mecarna3suH, peakuuu aurnepyyscmaumeribHocmu

Axmyanvrocmy. [Ipenaparsl 5-aMHHOCATHIMIOBOI KUCTOTHI
(5-ACK) siBnstroTCst IepBOM IMHUEH TEparuy MAIUEHTOB C S3BEH-
HBIM KouToM (SK) 11 MHAYKINK ¥ TonAepKaHusl PEMUCCHH.
Cy1miecTByeT pUCK BO3HUKHOBEHHUS PEaKIUH THIIEPIyBCTBUTEIb-
HOCTH NIPH MX IPUMEHEHUH, CIIOCOOHOM OCIOXKHAThH BEICHHE ITa-
1IUEeHTOB. L{enblo JAHHOTO KIIMHUYECKOTO CIydast sIBJISETCS IEMOH-
CTpamys pasBUTH aJISPTHYECKON ChINK Ha (oHE puéMa Meca-
Jla3WHa y IeBOYKH C TOTaJIbHBIM SIK.

Onucanue knunuyeckozo caydas. JleBodka, 16 set, moctymmna
B raCTPOIHTEPOIIOTNIECKOE OTAeNeHue ¢ auarno3oM SK u xxanoba-
MH Ha 0O0JIb B )KUBOTE, KHKHI CTYJI C KPOBBIO, PACIIPOCTPAHEHHYIO
3yJUILIYIO ChINb. B Tepanuu: Mecanazun — 0e3 IpoIoIKUTEILHOTO
s dekra, B CBSI3U € YeM HHUIIMUPOBAHA ITIOKOKOPTHKOCTEPOHIHAS
(I'KC) Tepanws ¢ mOIOKHUTENHFHON JUHAMUAKOH, OTHAKO TIPU CHIDKE-
HHU J03bI IPEIHNA30JI0HA OTMEYaJIOCh YXyIIeHHe coCTosHUL. [Ipu
MOCTYIJICHUH T10 BCEH IIOBEPXHOCTH TeJIa BU3YaIU3UPOBAIaCh CHM-
METpHUYHAas 3yAsIlasl ChIIb, IPEACTABICHHAs OJIAIIKAMH PO30BOTO
L[BETA, HA TIOBEPXHOCTH KOTOPBIX — TOYEUHBIE SPO3UH, IOKPHITHIE
CepO3HO-TeMOPPArHueCKUMH KOpPKaMH U TaIlyJaMH, CIMBAIOIIHU-
MHCS B OJISIIIKY ¢ cepedpucTo-0enpiMu yerryiikamu. [IpoBoamiach
nmuddepeHnmanpHas JUarHoCTHKa MEXy MHOTO(OpPMHOMN 3KCCy-
JIaTUBHOW SPUTEMOH U MCOPHAa30M KaK BHEKUILEYHBIM IIPOSIBIIE-
HHEM BOCHAIIMTENILHOTO 3a0oneBanus kumeunuka (B3K). JTabopa-
TOPHO BBISIBJICHO HapacTauue 303uHod i 10 1,03 x 10%/1. Pe6é-
HOK KOHCYJIBTUPOBaH JIepMaToIoroM, Ha3Ha4eH MOMETa30H — 0e3
3HaYUMOTO d(dexTa. B CBsA3M ¢ COXpaHIIOMUMUCS TEMEHTaMU H
BBIPQKEHHBIM 3yZIOM ITPOBECHO MOP(HOIOrNUEeCKOe HCCIIeT0BAaHUE
OronTara KOXH, [0 JaHHBIM KOTOPOT'O BBIIBICHBI ITIOTHBIE TUM(O-
TUCTHOLMTAPHBIE HHOIIBTPATHI CO 3HAYUTENILHOM IPUMECHIO 303U~
Ho¢unoB. M3MeHeHust Co CTOPOHBI KOXKH OBbUIH PacLieHEHBI KaK ajl-
JiepruuecKas peakiiys, Bel3BaHHas npuémMomM MecainasuHa. [Ipemna-
pat ObUT OTMEHEH, MPOBENEH Kypc HH(Y3HUH METHINPETHU3O0IOHA,
Ha (hoHe uero oTMeuanach MOCTENEHHAs perpeccust Coinu 10 ¢op-
MHPOBAHMS 04aroB THIIEPIIUTMEHTAINH M PYOLIOBBIX H3MEHEHHH.

3axmoyenue. JINarHOCTUKA peaKkLUii ITUIIEPIyBCTBUTENEHOCTH
npu npuéme npenaparoB 5-ACK y nanueHToB ¢ TSDKEIBIM Teue-
nueM SK MoxeT ObITh 3aTpyiHEHA BBULY PEAKON BCTPEUaeMOCTH,
BO3MOXKHOCTH cTépToro TeueHus Ha Gpone [’ KC-teparmuu, HeoOxo-
JTUMOCTH UG PepeHINaTbHON JUaTHOCTUKN ¢ BHEKUIICYHBIMH
nposienernssMu B3K. Heo0xoauM KOMIUIEKCHBIH MOIXO0A K ycTa-
HOBJICHUIO ATHONOrUU cbinu npu SK, ¢ yrouneHuem annepromio-

THYECKOT0o aHaMHe3a, yeIsisl 0c000e BHUMAaHUE PA3BUTHIO THITEP-
YyBCTBUTENIBLHOCTH K ITPENapaTaM aleTHICATUINIOBON KHCIIOTEI,
B CBSI3U C BO3MOKHOM MEPEKPECTHON peaKIrel ¢ Mecata3sHHOM.

ATOMNUYECKUX OEPMATUT Y OEBOYKMN
B BO3PACTE 10 MECALIEB

Oran T.A., JlebeneB A.W.
HayuHbin pykoBogutens: npod. U. CmupHoBa

MepBbIt MockoBCKuiA rocyaapCTBEHHbIN MEAULIMHCKUIA
yHuepcuteT umenn .M. CeueHosa MuHsgpasa Poccum
(CeueHoBckuii yHuBepcuteT), Mockea, Poccus

Knrouesnie criosa: knuHu4deckuli criydad, amonuveckul
depmamum, QuazHOCMUKa, fie4eHue

Axmyanvrocme. Aronmueckuit gepmatut (AtJ]) — oaHo U3
CaMbIX PaCIpOCTPaHEHHBIX AIJIEPTUUYECKUX 3a00IeBaHII — BbI-
aisiercst y 20% nereild. YHUKaIbHOCTb OIMCAHHOTO CITydasi 3aKII0-
YaeTcs B paHHEM MposiBiieHHH AT/] 1 ObICTPOM pa3BUTHU OpPOH-
XHAJIBHOH aCTMBI.

Onucanue kaunuueckoeo cayyas. JleBouka, 10 mec, moctymnu-
J1a C BHICHIIAHUSIMH Ha KOXKe, 3y/IoM. AHaAMHE3 )H3HHU: OT 1-ii Oe-
PEMEHHOCTH, MTPOTEKaBILECH Ha OHE TOKCHKO3a B 1-if ONOBHHE U
XJaMHUI103a Bo 2-i. Pojel maroorudeckue Ha 39-it nezene. Mac-
ca Tena npu poxaennu 2720 t, qmHa Tena 48 cm. HacrenctBeH-
HOCTB: y otiia AtJl. AHaMHe3 3a00eBaHus: ¢ 2 MecC MocJe nepe-
BOJIa Ha MCKYCCTBEHHOE BCKapmimBaHue npossieHust At/l. Jle-
YEHHE y4acTKOBOTO neauarpa 6e3 a¢dexra. B 3 mec nosBuiuch
MHUKPOBE3UKYJIbI, MOKHYThE, Ha KOXKE TYJIOBHIIA U KOHEYHOCTEH
pacnpocTpaHEHHas Chlllb, 3y[, caebl pacuécoB. Ha ¢one neue-
HUS aJuIeprojiora He3HAYUTENIbHOE YIy4IleHHe. YXy/IIeHHe T0-
ciie anTudnoTHKOTepanuy. [ocmranu3nposaHa B JIeTCKyIO KITH-
Huueckyro oonpHuiy Ne 9 um. I'H. Cnepanckoro. [Tpu ocmotpe:
Ha KOXK€ Jiiia, TyJIOBHIIIA, KOHEYHOCTEH l'IﬂTHI/ICTO-l'[al'IyJ'lé?)Haﬂ
CBIIb HA SPUTEMATO3HOM (DOHE, MUKPOBE3UKYIIbI, MOKHYThE, pac-
4y€chl, CYXOCTh KOXH U HIedylIeHue, 3ya. I[lpu nmmyHopepmeHT-
HOM aHaJIM3¢ KPOBH BBISIBIICH ypoBeHb obtiero IgE — 200 ME/mu,
cnenugpuueckne IgE — xopoBbe MOJIOKO +3, KO3b€ MOJIOKO +2,
KypYHOE STHII0 +3, IepcTh KOMIKH +3, KIIemI JoManTHeH meuta +2.
Omnpenenén nuarnos: At/l, MnageHueckast CTaiusi, SKCCyAaTUB-
Has opma, TsDKENOE TeueHHe, MUIIeBas, SNHIepMalibHast, ObITO-
Bas aJuIeprus, HapylleHne MUKPOOHOTHI KulleyHnka. HazHaueHo
nedenue: cmech «Heokeiit LCPy», «letupusuny, «JIunekc mis
JieTei», BaHHEI ¢ TeneM CuZn, kpeM «DIOKOM», KpeM «DIuaen,
KpeM «Atonepm». Beimucana rmox HaOIroneHNe IeauaTpa u ajep-
roJiora ¢ peKOMEHJAIUSMH: CTPOTasi ANMMHHAIIMOHHAS T1eTa, TH-
NOAJUIEPTeHHBII PEXXUM, BaHHBI ¢ resieM CuZn, TUTaTeNnbHbIA Kpem
«Atonepm». OHaKO pEKOMEHAAIMH BBIOJIHSIN HE B IIOJTHOM 00b-
éme: 10Ma KOJUIEKTOPHI MbUTH, KOIIKA; HApYIIEeHHUs AueThl. B Bo3-
pacre 2 net 6 mec y 6onbHOM Ha poHe OPBU ObL1 quarHoCTHPO-
BaH MEPBbIN MPUCTYI OPOHXHATIBHOM acTMbI. [Ipy rocruranui3a-
I[H B CTAIIMOHAP MPOBEACHO aJUIEProJIOTHUECKOe 00CIIeIOBaHNE:
ypoBeHs obutero IgE — 400 ME/mi, cnienunduyeckue IgE — xo-
POBbE MOJIOKO +2, KypHHOE AH10 +2, mbUiblia 6epe3sl +3, Jiemu-
HBI +2, MEePCTh KOMIKY +4, KIIeMI JoMaITHeH MbuH +3. YauThIBast
nposieneHust At]l ¢ 2 Mec, HacIeCTBEHHYIO OTATOIMEHHOCTH TIO
aJUIepruH, JaHHbIE aJUICPrOJIOTMUECKOT0 U KIIMHUIECKOro o0cite-
JIOBaHUS, TIOCTABJICH AMarHo3: OPOHXHANIbHAS aCTMA, IIPUCTYITHBIN
nepuon, At/l, pemuccusi, IOIUBaJIEHTHAS aJUIEPTHUs.

3akarouenue. IlpencrapieHHbIN ciy4ail 1TeMOHCTPUPYET B3a-
HMMOCBS3b aTONNYECKUX 3a00J1€BaHUI, HACIIEICTBEHHYIO IIpesipac-
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MIOJIOKEHHOCTh ¥ HEOOXOIMMOCTB CTPOTOTO KOHTPOJISI OKPYKato-
LIeH Cpe/Ibl IS CHUKEHHUS pUcka 000CTpEeHUH.

CUHOPOM NPYHE-BENIW Y HOBOPOXOEHHOIO
PEBEHKA

Omup3sak A.A., Mbip3arynoB M.T., BeicekoBa A.A.
HayuHbin pykoBogutens: goueHT C.T. KnsaroBa

MeanumHckuin yHuBepcuteT Kaparangbl, KaparaHaa,
Pecnybnivka KasaxcTtaH

Knroyesnie criosa: knuHu4Yeckul cry4al, cuHopom lNpyHe—
bennu, cuHdpom cnueoeozo xxueoma, HOBOPOXOEHHbIE

Axmyanvrocmos. Cuagpom [pyne—bemmu (CI1B) — penxoe
MYJBTHCHUCTEMHOE 3a00JIeBaHue, OOBIYHO XapaKTepu3yloliee-
Cs1 HEJOCTATOYHOCTBIO MM OTCYTCTBHEM MYCKYJaTyphl NEpea-
Hell OpIOIIHON CTEHKH, ABYCTOPOHHMM MHTPaaOIOMHHANIbHBIM
KPUITOPXU3MOM M aHOMAJIMSIMU MOUYEBBIBOAALINX IyTel. J{aH-
HBIN KIIMHUYECKHUN CIy4dail omuchiBaeT Ae(eKT nepeaneit Oprom-
HOM CTEHKH, THITOIUIA3UIO JIETKHX, CKeJIeTHbIE Ae(hOpMaliy U JIBY-
CTOPOHHUI KPUIITOPXH3M.

Onucanue knunuyecko2o cayyas. Pe0EHOK pomuics B cpoke 39
Hex + 2 nus ot 1-i 6epemenHocty. [Ipu poknenun mMacca tena 3460
T, JunHa Tena 47 oM, oLeHKa 1o 1mkane Anrap 3/6 6amios. 13 aHa-
MHE3a MaTepy BbIBICHO, YTO aHTeHaTalIbHO Ipu Y 3U onpeneneHbt
MHO)KECTBEHHBIC BpOXKIEHHBIC TTOpoku pa3putus (MBIIP): nedexr
MEIPEACEPIHOI Ieperopoiky, omdaonene, Aedekt nepeaHe
OpIOIIHOW CTEHKH, TaHATOPOPMHAS IUCILIa3us (KOPOTKasl TpyAHast
KJIETKa, TUTOILIa3ust JIETKKX). [pyTina BEICOKOTO pHCKa 10 pealinsa-
11y cuHapoma Onsapca. Muorosoaue. CoctosiHue peGEHKa IIpU po-
JKIEHUH TSDKENOE 3a CYET ac(HUKCUH, JIbIXaTeIbHON HEOCTaTOYHOCTH,
BUJIMMBIX TIOPOKOB PA3BUTHSI ITepeIHeil OPIONIHOI CTEHKH, KOCTHOM
cucTeMbl. TenocnokeHne HempoopIHOHAIBLHOE, Opaxuiedannye-
ckast (popma ToJIOBBI, IIest KOPOTKasl, TPyAHas KJIETKa MEHbILE, YeM
KHBOT, pé€Opa okpymible. JKUBOT yBeslMYeH B pa3Mepax, BHICTYIIA-
€T 13-32 OTCYTCTBHS NEPeJHNX PEOSPHBIX MBI, BUHBI IE€TIIN KU-
mednuka. Ctyn orxoaw, Moumsics: cBoooaHo. Co cTOpoHbI ypore-
HUTAJIBHOTO TPAKTa — JIByCTOPOHHUN KPUIITOPXU3M, TPhDKa Iaxo-
Boro kaHana. C poKIIeHHs1 OTMEYAITHCh JbIXaTeNbHbIe HapyILCHUs C
YaCThIMHM CMEHAMH JIbIXATEJIbHOM MOJIEPAKKH BBUJY OTCYTCTBHS Iie-
PEAHUX MBIIIII )KUBOTA U I'MITIOTIa3un JIETKHUX. HpOBeZ[CHa TaHACMHasA
Macc-criektpomeTpusi. OpraHu3oBaHa TeJleMeIUIMHCKas KOHCYIIBTa-
LS CO CIELMATCTaMH PECITyOIIMKaHCKOTO IIEHTPA, BHICTABJIEH JIU-
aruno3: MBIIP. Cuagpom cnmBoBoro kwuBota. HelipoHanbpHas nHTe-
CTUHaNBHAs AucIuiasust. [unormiasus n qucnnasust Erkux. Tanaro-
(dbopmHas qucrazus. [IporHos HeOnaronpusTHelid. Pe6éHOK ymep
BCJIE/ICTBHE TSDKENON JIBIXaTENbHON HEJOCTATOUHOCTH.

3axmouenue. Knaccudeckuil cunapom IIpyne—bennu Brito-
YaeT Tpuasy CUMITOMOB, TAKUX KaK ITOJIHAsl MJIM YaCTUYHAS aruia-
31 MBI IepeHel OpIOIIHON CTEHKH, IBYCTOPOHHUI KPUIITOP-
XHM3M M aHOMAJIMM MOYEBBIBOJANIMX IyTel. Hamu onucan HecTan-
JNApPTHBIA PEIKUI KIMHUYECKUN CiTy4yal, KOTOPBIM BKJIIOYAET U
JpyTHUe MpOosIBICHUS AaHHOTO cuHapoMma. [IpenaranpHas quarso-
CTHKa, yTOYHEHHUE TIOPOKOB Pa3BUTHS MOCIIE POXKICHUS JaéT OC-
HOBaHUE 151 BbIOOpa MPaBUIIBHOTO paclpeesieHus B yupexie-
HHUE POIOBCIIOMOYKEHUSI COOTBETCTBYIOIIETO YPOBHS, aJrOpUTMa
MOHHTOPHHTA (YHKIHH )KH3HEHHO BaXKHBIX OPraHOB, CHHIPO-
MaJIbHOM TepaIuy U CBOEBPEMEHHOTO XUPYPrHUECKOTO JIEUEHUsI.

k %k ok

AHAIU3 OCOBEHHOCTEN KNUHUYECKON
MAHUDECTALIUM U ONUTENBHOCTU
OUATHOCTUKU BONE3HU KPOHA U A3BEHHOIO
KONUTA

OpnoBa M.A., NpoxopeHkoBa M.O., HoceHko K.M.
HayuHbin pykoBoauTtens: npod. A.C. NoTtanos

MepBbit MOCKOBCKMIA rOCYAapPCTBEHHbIN MEAULIMHCKUIA
yHusepcuteT nmeHn N.M. CeveHosa MuHsgpasa Poccum
(CeyeHoBckui yHuBepcuTeT), Mockea, Poccus

Kntoyesnle criosa: demu, 6one3Hb KpoHa, S36eHHbIU Korum,
OuasHocmuka

Axmyanenocms. CuuTaeTCs, 4TO CBOEBPEMEHHAs! IOCTAHOB-
Ka JIMarHo3a sBJSIeTCS OCHOBHBIM (haKTOPOM, OTPEIEISTIOIIIM XO-
POLINIT MPOTHO3 MPH BOCTIAUTENHHBIX 32001€BaHUAX KUILEYHH-
ka (B3K) y nereii, yMeHbIIasi 4acTOTy pa3BUTHUS OCIOKHECHHUH U
MOCIIEAYIONNX ONEPAaTUBHBIX BMeIIaTeascTB. HecMoTpst Ha 31O
B Hacrosiniee Bpemsi nuarHoctuka B3K 3HaunTenbHO 3aTpynHeHa
n3-3a pa3Hoo0pa3us U BaprHaOeIbHOCTH CUMIITOMOB.

Llenv: onpenenuTh OTIIMYUTEIBHBIE 0COOCHHOCTH Je0r0Ta
s3BerHoro konuta (SIK) u 6onesnu Kpona (BK) y aereit, Bnusto-
Y€ Ha JUTUTEIFHOCTD TIOCTAaHOBKU THAarHO3a.

Mamepuanst u memoowt. IIpoananuzupoBano 372 UCTOpUN
6onesnu geteit ¢ B3K, onpeneneHsl BpeMst JUarHOCTUKH, IUarHO-
cTrdeckas 3aj1epxxka (J13), npuBeneHbl 3HaYUMble IPUUMHBI UTH-
TENBHON TMATHOCTUKY IPH IIOMOIIHN PacyéTa OTHOLICHHS IIAHCOB
u 95% noBepUTENHFHOTO HHTEPBAJIA.

Pesyremamer. B uccnenoBanue ObUIO0 BKIIOUCHO 294 maru-
enta: 165 ¢ BK, 129 ¢ SIK. Meaunana BpeMeHH TUarHOCTHKY MPU
BK cocrasuna 7 mec, npu JIK — 2 mec. I3 npu BK cocrasuia
6onee 18 mec, npu SJIK — 6onee 6 mec. IIpu nposeneHuu cpas-
HHUTEIHHOTO aHanm3a aedroTa 3abonesanuii npu bK, B ommmume ot
SK, vamme BcTpeyanuch nepuanainbable n3MeHenus (13,3% mpo-
B 2,3%; p < 0,001) 1 BHEKMIIEYHBIE CUMOTOMBI (24,2% MpOTHB
10,9%; p = 0,004). Y nauuenToB ¢ SK B Hauane 3a0oseBaHus mpe-
obnaganu xxunkui cryn (64,3% nporus 30,9%; p < 0,001), npu-
Mech KpoBH B cTyie (69,8% nporus 15,8%; p <0,001) u HouHas
quapest (7% nportus 0,6%; p = 0,003). O6HapyxeHO, UTO 1eO0T
BK ¢ BHEKHIIEUHBIX MTPOSBICHUI YBEINYMBAJ IIAHC HA THArHO-
cTuky 6osiee 7 mec B 9,7 pa3 (p < 0,001), 6onee 18 mec — B 5,3
paza (p <0,001). OTcyTCTBHE «TUITHYHOI» KUIIEYHONH CUMIITOMA-
TuKY B Havasie BK ObLI0 CBSA3aHO ¢ yAJIMHEHNEM AUarHOCTHYECKO-
ro stamna ;10 7 mec u 6onee (p < 0,05). Y nauuentos ¢ bK ¢ nzHna-
YambHOM JIOKAJIH3alel mpolecca B TOHKOW KHIIKE IaHC Ha To-
CTaHOBKY JMarHo3a Oosee 7 Mec okasaics Belle B 4,3 pasa, yem
y HallMeHTOB ¢ MOPaXEHHEM TOJBKO TOJICTON KUIIKU WK HIIEO-
kosutoM. [pu SK 3HaunMbIM (haKTOpPOM 3a/ICPIKKH TUATHOCTHKH
oKkazaycst Je0I0T ¢ BHEKUILIEYHBIX MPOSBICHUH, YTO yBEIUYUBA-
JIO LIIaHC Ha JUarHOCTHKY Oonee 6 mec B 5 pa3 (p = 0,009). Beiss-
neHo, yto manc Ha /I3 mpu SK Bospactan B 4,3 paza (p = 0,002)
B CBSI3M C OTCPOYEHHBIM BU3UTOM K Bpady. Mansaukam ¢ K mu-
arHo3 YCTaHABIMBACTCS CPABHUTEIFHO JIONBIIE, YEM EBOYKAM.

3axnouenue. ]13 npu 5K 3HaunTeNbHO MEHBIIE 1O CpaBHE-
HHI0 ¢ BK, 4T0 MOXeT ObITh 00YCIOBIEHO KIMHUYECKUM TEUECHH-
€M C KJIACCHYCCKUMH KHIICYHBEIMH CHMIITOMaMH B Ae0I0Te 3a00-
neBaHust. HemanoBaxkxHyI0 pojib B YCKOPEHUH IuarHocTuku bK
UTpaeT NpOBeIeHHe KOIOHOCKOIIHH C 00513aTeIbHOM HIIe0CKOITUEH.
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LIMPPO3 NEYEHWN B UCXOME Allb®A-1-
AHTUTPUNCUHOBOWU HEAOCTATOYHOCTHU
Y PEBEHKA PAHHEIO BO3PACTA

MapaxuHa O.B., M'pe6éHkuH O.W.
HayuHbi pykoBoauTtens: npod. A.C. NoTtanos

HaunoHanbHbIN MeAUUMHCKUIA UCCreqoBaTeNbCKUn LEHTP
3p0opoBbs getert Munsgpasa Poccun, Mocksa, Poccus

Knouesnbie crioga: KnuHu4eckul cry4vad, demu,
Hedocmamo4YHoCMb anbgha-1-aHmumpurcuHa, yuppo3s
rneyeHu, OuazHocmuka

Axmyansnocms. HenocTatouHOCTh anbda-1-aHTUTPUIICHHA
(A1AT) — penxoe HacnenCTBEHHOE ayTOCOMHO-PEIECCUBHOE 3a-
GoneBaHue, 00ycIoBIeHHOE MyTalusiMu B rene SERPINAI u xa-
pakrepmsyromeecs aedpuuroM A 1AT. [lannas hopMa HaToIoruu
OTHOCHTCSI K TPYAHO THAarHOCTHPYEMBIM 3a00JI€BaHUSIM B CBS3U C
Pa3IMYHBIM BO3PACTOM MaHU(ECTallu U OTCYTCTBUEM IIaTOTHO-
MOHMYHBIX KIMHUYECKUX IPOsIBICHUH. 3a00eBaHue XapaKTepu-
3yeTcsi He TOJIBKO MOPaXKEHUEM JIETKUX, HO M BO3MOXKHBIM OecCHM-
MITOMHBIM TEYEHUEM C U30JIMPOBAaHHBIM ITOpakeHneM rnedyeHu. He-
noctatogHOCTh A1AT siBIIsieTcsl BTOPBIM 0 YacTOTE IMOKa3aHUEM
K TPaHCIUIAHTAIIMH [IEYSHH y JeTel Tociie OMIHMapHON aTpe3HH.

Onucanue knunuyeckozo ciydas. JleBouka B Bo3pacre 1 rona
8 Mec mocTynuiia B raCTpO3HTEPOIOTUUECKOE OTACICHHE C XKa-
J100aMH Ha YBEJIMUCHUE IIEYEHH U CeNe3EHKU ¢ poxaeHus. Jlabo-
paTropHo ¢ 4 Mec OTMEYaJIICh CHHIIPOMBI IIUTOJIN3A U XOJecTasa,
SMH30bl AaHEMHH, TPOMOOIIUTONEHUH. [Ipr 0ocMOTpe BEBISBICHA
rajbMapHasi )puTeMa, redeHs + 1 cMm, Kpall TUIOTHBIH, cene3EéHka
+ 2 cm. [Ipu obcrenoBaHNy OBLIO OTMEYEHO MOBBIICHHE aKTHB-
HOCTH anaHuHamMuHoTpaHcdepassl 170 EJI/n, raMmma-niryTamMui-
tpaHcdepasbl 491 EJI/n, menounoit pocdarassr 840 EJI/n, ru-
nepOmMpyOorHeMus 3a c4éT npsiMoi ppakuun. [1o TaHHBIM WH-
CTPYMEHTAIBHBIX 00CIeOBaHUI OPraHOB OPIOITHON IOJIOCTH
— TenaToCIUICHOMETaNs, TUPPOTHYECKHE N3MEHEHHS TapESHXHU-
MBI [IeYEeHH, IEPUNIOPTANIbHAS PEaKIMs B IIEYCHH, IOpTaIbHAasl TH-
neprensus. [Tpu pudpoanactomerpun: meauana 71,2 klla (F4 no
mkaine METAVIR). B cBsi3u ¢ AnarHocTupoBaHHBIM LUPPO30OM I1e-
YeHH [IPOBE/IeHa 330(aroracTpoLyo1eHOCKOUS — BapUKO3HOTO
pacIupenus BeH He 00HapyKeHO. bbiin NCKITIOYEHB! BUPYCHBIH
1 ayTOMMMYHHBII TeHe3 3a00J1eBaHus, HaclleICTBEHHBIE OONIe3HN
HaKOIUICHHUS, BBISIBIICH HU3KUiA ypoBeHb A1 AT — 48 mr/mn (Hopma
90-200 mr/am). [Ipu MoNeKyIIpHO-TeHETHYECKOM 00CIIeJIOBaHUN
B reHe SERPINAI BbIsiBIIeH HYK/I€OTHIHbIH BapuaHt c./096G>A
B TOMO3HUT'OTHOM COCTOSIHUH, NPUBOJSAIINN K AMUHOKHUCIIOTHOMY
BapuaHTy p.E366K, onrcaHHOMY y MAIllMEHTOB ¢ HEJOCTATOYHO-
cthio A1AT. B cBsI3u ¢ BOBMOXKHBIM TOpaKEHUEM JIETKHX Oblia
BBINIOJIHEHA KOMITBIOTEpHAst TOMOrpadusi OpraHoB IpyAHOH M0JI0-
CTH — TIaTOJIOTUH HE BBISBIICHO. PEOEHOK KOHCYIBTHPOBAH TPAHC-
IUIAHTOJIOTOM — PEKOMEH/I0BaHa IJIaHOBAsl TPaHCILIAHTALIUS TIe-
YeHU 1 00CIIeI0BaHNE MTOTEHIMAJIBHOTO JOHOPA.

3axniouenue. XonectaTHaeCKUi reNaTUT B HEOHATAILHOM TIe-
pHOJIe MOXKET OBITh MEPBBIM MPHU3HAKOM HemoctarodHocT A1AT.
IMopaxkeHne meyeHu NpH OTCYTCTBHUU JETOYHBIX IPOSBICHUH He
UCKJIIOUAEeT TMarHo3 u TpedyeT TeHEeTHUeCKOro 00cie1oBaHus.
[To3mHss quarHOCTHKA MOBBIIIAET PUCK Pa3BUTHA LIMPpPO3a Ieye-
HU 1 HEOOXOIMMOCTD €€ TPaHCIUIAaHTALUK B JETCKOM BO3pAaCTe.

OTCPOYEHHOE XUPYPITMYECKOE JIEMEHUE
OCINOXHEHHOIO HEOBJIUTEPUPOBAHHOIO
OM®ANIOME3EHTEPUATIBHOIO NMPOTOKA

Y PEBEHKA B NEPUOOE HOBOPOXOEHHOCTU

MunosH ®.C., Basasutos P.P,, KapHyTta U.B.
Hay4HbI pykoBoAUTENbL: AOKTOP Mef. HayK
E.1I0. ObskoHOBa

HaumoHanbHbI MEOUUVHCKMIA uCcCneqoBaTenbCKUA LIEHTP
3nopoBbs geten Munsgpasa Poccumn, Mockea, Poccus

Kniroyesnie criosa: KnuHUYecKul crydal, HOBOPOXOEHHbIU
omgbaniome3deHmepuarbHbIl MPOMOK, XUpypau4yeckoe
neyexue

Axmyansnocms. Pa3zBuTne rHOMHO-CENTUYECKUX OCIIOKHE-
HUI TOCJIe XUPYPTUIEeCKUX BMENIATENbCTB B IIEPHUOIE HOBOPO-
KIEHHOCTH 3a4aCTyIO IPUBOUT K PA3BUTHIO KH3HEYTPOKAIOIIHIX
OCJIOKHEHHMH, 4TO JieJIaeT HEBO3MOXKHBIM IIPOBECHHE JIIOOBIX pe-
KOHCTPYKTUBHO-IJIACTHYECKUX omepanuid. B Takux ciyuasx pe-
KOMEHJIOBAaHO KyNUpOBaHHE MH(EKLUOHHOTO Ipolecca U, Mo-
ciie CTa0MIIM3aliK COCTOSAHUS peOEHKA, BBINOJIHEHHE XUPYPIH-
YeCKOH KOPPEKIIHH.

Onucanue xaunuvecxkozo cayyas. Manpauk, 23 nHel Ku3-
HU, ObuT niepeBenéH B HMUILL 310poBbst eTeit B KpaiiHe Tské-
JIOM COCTOSIHMM, OOYCIIOBIIEHHOM TEUEHUEM HH(EKIIMOHHOTO
npolecca ¢ YTHETEHHEM TPEX POCTKOB KPOBETBOPEHHS (TPOM-
Gorutel — 1 x 10%1, medikonuter — 1,62 % 10°%/1, apurporu-
eI — 3,36 x 10°%/11), 4aCTHYHOM KUIIEIHOU HETMPOXOTUMOCTBIO,
MHTOKCHKALIMOHHBIM CHHIPOMOM C BBIPQ)KEHHBIMH METa0O0IH-
YEeCKUMH HapyIIEHUSMH, TeMOPParn4eckuM CuHIpoMoM. B Bo3-
pacte 9 cyT xKu3HHU peOEHOK ObLIT ONIEPUPOBAH 110 MECTY SKUTEINb-
CTBa I10 OBOJY HEOOIUTEPUPOBAHHOIO OM(aIOoMe3eHTEpUalIb-
HOTO MPOTOKA, CTEHO3a MOIB3IOMIHOW KHIIKK ¢ (HOPMUPOBAHUAEM
MEXKHUILIEYHOTO aHacToMo3a. [Ipy MOBTOPHOIT orepanuu B CBSI3H
¢ nepdopaiueii KUk OblIa BBIBEJCHA HiicocToMa. B moceo-
HEepalMOHHOM NEPUOAE Pa3BHIACh HECOCTOSTEIHLHOCTD JIalapo-
TOMHOM PaHbI ¢ IPUCOEUMHEHUEM BTOPHUYHOM nHpeKxmu u dop-
MHPOBaHUEM OOLIMPHOIO paHeBoro Aedexra ¢ nepudoxaabHON
MHOWIBTpaNUeil U HATOKeHUAMHU (GUOpHHA. YUHUTHIBAS UMEIO-
mieecst y peO8HKa CENTHYECKOe COCTOSTHHE, XUPYPIrHIECKOe Jie-
YeHHUE IPECTABIISUIOCh HEBO3MOKHBIM. BBIIO PUHATO pelieHue
0 KOHCEPBAaTHBHOM BEACHHMH IALMEHTa C ETbI0 YCTPAHEHUS CH-
CTEMHOI0 BOCIIAJIUTENILHOIO OTBETA, BOCCTAHOBIECHHS [IOKA3aTe-
Jel TOMEe0oCTa3a U yJIy4llIeHUs] PelapaTHBHOIO MOTEHIUAa TKa-
Hell. Ha ¢one nedyenus pana 3axuiia BTOPUYHBIM HaTSXKEHUEM,
BOCCTaHOBHJICS TTACCAXK TI0 KEITYIOYHO-KUIIEUHOMY TPAaKTY, dH-
TepallbHasl Harpy3ka Obuia JOBEIeHa 10 BO3PACTHOM HOPMBI, UTO
IIO3BOJIMIIO BRIMCATh peOEHKa Ha aMOyaTopHyto may3y. I1pu no-
BTOPHOM rOCIUTaNN3alMuU Yyepe3 2 Mec ObLIO BHIOIHEHO 3aKPbl-
THE UJICOCTOMBI C OJHOMOMEHTHOM IIIaCTUKON IepeaHel Oprom-
HOM CTEHKU MECTHBIMHU TKaHSIMH.

3axarouenue. IlpencTaBieHHbIN KITMHUIECKUAHN CITyqal sBIIs-
eTcst mpuMepoM 3(pdekTHBHO MoIoOpaHHON KOHCEPBATHBHOM Te-
panuu ¢ IPUMEHEHHEM OTCPOYEHHOM XUPYPrUIECKOH TaKTUKH Y
peO&HKa ¢ TXENBIMU MTOCIEONEPAIOHHBIMI THOHHO-CENTHYE-
CKHMH OCIJIOKHEHHSIMH. KITMHNUECKil pe3ynbraT JeueHus J10-
CTUTHYT C OTJIMYHBIM KOCMETUYECKUM PE3yJIETaToOM.
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CAPKOMNEHUYECKOE OXXWPEHUE
B NEAUATPUYECKOWN MPAKTUKE

Mokunatok J1.C., NMpocekoBa B.A.

Hay4HbI pykoBoguTenb: KaHA. MeA. HaykK
H.B. EBOokumoBa

CaHkT-lNeTepbyprckuii rocyaapCTBEHHbIN NeanaTpudecKkin
MeauuUHCKUiA yHusepceuteT MuHsgpasa Poccuum,
CaHkr-MNeTepbypr

Krroueabie crioga: demu, OXUpEHUe, CapKoneHus,
OuasHocmuka

Axmyanvrocms. Capronennyeckoe oxupenue (CO) npen-
CTaBJsIeT co0ON KITMHUKO-(QYHKIMOHAILHOE COCTOSHHE, XapaK-
TepU3YIOIIeecs: OTHOCUTENBHBIM YBEIIMUSHUEM JKUPOBOW MaCCHI
110 OTHOIIEHHIO K MBIIIeYHOH Macce. OHAKO TIPU COCYIIIECTBOBA-
HHU JBYX COCTOSIHMH y OIHOTO YeTOBEKa CAapKOIEHUS U O)KUPEHHE
B3aUMHO YCHJIMBAKOT BEPOATHOCTD HeGﬂaFOHpI/IﬂTHbIX HCXOO0B.

Lens: onpenenuTs pacpoCTpaHEHHOCTh CApKOIIEHUH Y HOJI-
POCTKOB C O)KUPEHUEM, BBISIBUTH BO3MOXKHBIE MPEAPACIIONATaIo-
e GakTopsl ¥ MOCIIENCTBUSL.

Mamepuanvl u memoosi. O0cnenoBano 92 NOAPOCTKA B BO3-
pacre 12—17 ner. [IpoBeeHbI OMOUMITEITAHCOMETPUS* C TIOMOIIIBIO
aHaIN3aTOpa U CTaHJAPTHOE KIMHUKO-Ia00paTopHOE 00CIenoBa-
HUE BceX HaOMonaBuuxcs aeteil. KpurepusmMu capkoreHH: CUu-
TaJI yBEJIHYCHHUE )KUPOBOH MacChl Tella, yPOBEHb CKEIETHO-MbI-
MIEYHOI Macchl U cCHIkeHue e€ monu 6omnee 30% OT HOPMBI.

Pezynemamut. Y 47 (51,09%) oOcnenoBaHHBIX aeTell BBISB-
aeHo oxupenue, y 18 (19,57%) — mpecapkoneHUYecKuid CHH-
IpoM (cHikeHue Toibko gonu CMM), 27 (29,35%) nereit cocra-
BHWJTU TPYIIITY KOHTPOJISL — JIETH C MPU3HAKAMH 0XKUPEHHUS, HO Oe3
MIPU3HAKOB capkorieHun. JleTeii ¢ capkoneHnei 00beIHHSET UTH-
TEJBHO TeKyIlee OKUpeHue (oree 5 JieT) co CKIOHHOCTBIO K TIPO-
IpeCCUpPOBaHMIO B yOepTaTHOM Bo3pacte. PacripocTpaHEHHOCTD
CapKOIIEHUH YBEIMYMBAJIAcCh CO CTeNeHbto oxkupenus: B 100% ciy-
4aeB CapKOIEHHs BBISBIECHA ITPY MOPOUIHOM OXUPEHUH, y 79% —
oxupenue 3 crenenu, y 52% — 2 crenenu, y 25% — 1 crenenu
(r=10,9). Ilocne npoBeneHUs: KIMHUKO-Ta00paTOpHOTO 00CIIEe10-
BaHUs OOHApYKeHa NPsIMast KOPPEISILHS MEXTY CHIKEHHEM JTOJH
CKeJIETHO-MBIIICYHOH MacChl C OBBIIICHUEM YPOBHS XOJIECTEPH-
Ha, TPUIJIMLIEPUAOB, MOYEBOH KUCIIOTHI, aKTUBHOCTBIO NMEUEHOY-
HbIX (epmeHTOB (7 = 0,9), conepkanueM uHcynuHa, C-nenrtuna,
Ir0Ko3bI B KpoBH ( = 0,8), C-peaktuBHoro 6enka (» = 0,6), cHu-
JKEHHEM ypoBHs BUTamuHa D. I'pynmy nerei ¢ capkoneHuen xa-
PaKTEpU30BAJIO HAIMYHE apTePUAITBLHOM THIEPTEH3UU U CTeaTo-
3a MeYeHu, ObIUTH OOHApY)KEHBI IPU3HAKU PA3BUTHS OCTEOIOPO-
3a: CHIDKEHHE MUHEPAIbHON MacChl KOCTHON TKaHU U HAPYILICHUS
KanbLneBo-pochopHoro ooMeHa.

3axniouenue. CapkOIeHUUECKOE OXKUPEHUE OTMEYAJIOCh Y
51,09% nonpoctkoB. BrisiBnena npsimas 3aBUCHMOCTb: Y€M BbI-
1I1e CTeTeHb O)KUPEHMSI, TEM OOJIbIIIe BEPOSITHOCTD Pa3BUTHSI cap-
KomneHuu. JlaHHOE COCTOSIHHE TaKXKe acCOLMMPOBAHO C Hapylle-
HUEM MHHEPaJIbHOTO OOMEHA.

Ilpumeyanue nayuy. ped. *buonMnenancoMeTpus cocTana Te-
JIa SIBJISIETCS] HEHAYYHBIM METOJIOM M TTO3TOMY K MPEICTABICHHBIM
JAHHBIM CJIElyeT OTHOCUTBCS C OCTOPOKHOCTBIO.

B3AMMOCBSI3b YPOBHSA FTOMOLIUCTENHA
C NOKA3ATENEM MHOEKCA MACCbI TENA
Y OETEN

MoHomapés B.C.

HayuHble pykoBoautenu: npod. J1.A. CTpo3eHko,
npod. K0.®. lobaHoB

AnTanckui rocyaapCcTBEHHbIN MEANLMHCKUA YHUBEPCUTET
MwuH3gpasa Poccuun, BapHayn, Poccus

Knroyeenble criosa: 0emu, 2comoyucmeuH, duazHocmuka

Axmyanvrocms. V130bITOUHAs Macca Teja SBISeTCS OMHUM K3
3HAYUMBIX (AKTOPOB PUCKA B PA3BUTHU COCYIUCTOM MATOIIOTHU
Kak y JeTel, Tak 1 y B3poCibIX. B mocienHue roapl HakamiiBa-
I0TCS JaHHBIE O JOTIONHUTEIBHBIX KapHMOBACKYIAPHBIX (hakTopax
PHCKa, CBSI3b KOTOPBIX C O)KUPEHUEM U OCTAJIbHBIMU KOMIIOHEHTa-
MH MeTa0O0JIMYEeCKOTro CHHpOMa He BriojHe odeBuaHa. K ux unc-
JIy OTHOCHUTCS TUTIEPTOMOLIUCTEHHEMHSI.

L]env.: yCTaHOBHUTH B3aMOCBSI3b YPOBHS TOMOLIMCTENHA C T10-
Kazarenem uHaekca Maccol Tena (MMT) y nereii.

Mamepuanvr u memoowsr. O6cnenoano 50 nerei B Bo3pacte
13—17 net. YpoBeHb TOMOLUCTENHA ONPENEISUIA HA UIMMYHOXU-
MU4YecKoM aHanmu3arope «Alinity i» («Abbott») MeTomom xemu-
JIOMHUHECIIEHTHOTO HIMMYHOaHaIn3a Ha MUKpodactuiax. Cocro-
SIHUE THIIEPTOMOLIMCTENHEMIH yCTaHABIMBAIN PH ITOBBILICHUH
YPOBHsI roMOIIUcTenHa Oojiee 7 MKMOJIB/J B Tu1a3Me KpoBH. Pac-
yét UMT npoBoauiu npu MoMOIM OHJIalH-KaJIbKyJIATOpa. 3a HOp-
ManbHble 3HaueHust UMT npunumany nokasarenu ot 18,5 no 25.

Pezynomameur. Ilpu pacuére UMT ycraHoBieHo, uto y 10
(20%) nereii 3TOT MOKa3aress ObLT OoJiee 25, U eT0 cpeaHee 3Ha-
genue coctasuio 27,81. Y 40 (80%) nereli ¢ HOpMaIbHBIMH TTOKa-
3atensiMu UMT stot mapamerp Obut paBen 22,36. CpenHee 3Have-
HHsl YPOBHs TOMOLIMCTENHA B IpyIIIE eTell ¢ noBbleHHbIM UMT
cocraBunu 10,95 MKMoIB/11, a B IpyIIle AeTel ¢ HOpMaJbHBIMU
3HadeHussMd UMT — 6,97 mxmons/n (p < 0,001). Bt npounsse-
IEH pacuéT KoddduIreHTa KOpPESIIUN MeXIy YPOBHEM TOMO-
ucrenna u nokasareiasiMu UMT. KoaddurmenT koppensiuu co-
craBuia 0,517, pe3yasraTsl CBUAETEIHCTBYIOT O TOM, YTO KOppe-
TS CUIIbHAS U MpsiMas, T.e. yeM Bblie nokasarens UMT, tem
yYpOBEHb F'OMOIMCTENHA 3HAYUMO BBIIIIE.

3akarouenue. Y nereii ¢ M30bITOYHON MacCOl Tesla OTMeYaeT-
Cs1 IOBBILIICHUE YPOBHSI TOMOLIMCTENHA B I1a3Me KpoBH. [Ipodu-
JIAKTUKA JaHHBIX COCTOSHUH MOXKET CIIOCOOCTBOBATH CHIKEHHIO
KapAOBACKYJISIPHOM MAaTOJIOTHH U, KaK CIEACTBHE, YMCHBIIECHHIO
UHBaJIUAN3AIMY U I€TCKON CMEPTHOCTH.

k %k ok
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HEOOCTATOYHOCTb BUOTUHUAOAS3bI
Y MAJIbYUKA

Monosa A.A., MypanoBa H.H. kbi3bl
Hay4Hbin pykoBoguTtens: npod. A.U. AMMHOBa

MepBbit MOCKOBCKMIA rOCY4apPCTBEHHbIN MEANLIMHCKAIA
yHuepcuteT numenn N.M. Cevenosa MuHsgpasa Poccumn
(CeyveHoBckui yHnBepcuteT), Mocksa, Poccus

Kniouesnbie criosa: knuHu4eckul cry4dad, demu,
HedocmamoyHocmb 6uomuHudasbl, duazHOCMuUKa

Axmyanenocms. HeocTaTo4HOCTh OMOTUHUIA3BI — PEAKOE
ayTOCOMHO-PELECCUBHOE 3a00/1€BaHUE, KIIMHUUECKAs CUMIITOMA-
THKa KOTOPOTO XapaKTepU3YeTCs CyTOPOraMH, 3a/IepXKKOH B pas-
BUTHH, aTaKCUEH M APYTUMH HEBPOJIOTMIECKUMH HaPyIICHUSIMU.
Bospact nebrora cocrapisier o 1-6 mec. B Poccun HeoHaranbHas
JIMarHOCTUKA JAHHOTO 3a00J1€BaHuUs HE IPOBOJUTCSL.

Onucanue kaunuyecxkoeo cayyas. Manpuuk M., 3 mec,
15.11.2021 nocrynun B undexuuonHoe orgenenue JI'KB Ne 9
nM. ['H. CriepaHCcKOTo B COCTOSIHMH CpeJHEH TSHKECTH C JKaJlo-
0aMH Ha CyIOPOTH U eKeJHEBHbIE MUOKIOHHYECKHE TPUCTYIIBL.
Amnamue3 3a005eBaHNsA: PEOEHOK ¢ HEOTATOLIEHHBIM IIePHHATAIb-
HBIM aHaMHe30M. C 2 Mec 0TMEYaloTCs CyAO0pOTy MO TUITYy HH(aH-
THJIBHBIX CIIa3MOB, €KEIHEBHBIE MUOKJIOHUYECKHE MPUCTYIIBI
1-5 pa3 B neHb. PeOEHKY ObLTa IpoBe/eHa NeKTpodHIedaIorpa-
¢ust (O0T). Ha Heii 0OHapyKeHBI TPOSIBJICHUS TUHIICAPUTMHH, Pe-
3UCTEHTHBIE K IIPOTHBOCYIOPOXKHOM Tepariy (KOHBYIIEKC, KeTpa),
MI03TOMY OblIa HauaTa TOpMOHAJIbHAS Tepanusl: METWIIPEIHU30-
JIOH 2 MI/KI/CYT, TonaMakc 5 Mr/Kr/cyT. IIpu MarHuTHO-pe30HaHC-
HOW ToMOrpaguK roJIOBHOTO MO3ra BBISIBIIEHBI IPU3HAKH KOPTH-
KanpHO# cybarpodun. C Bo3zpacta 2 Mec Takke OTMEYATUCH MPO-
SIBJICHUS aJIOTICINH, IePMaTHTa, KOHBIOHKTHBHTA, cTpuaopa. Ha
(doHe cynopor nmpousomén perpecc B pa3putuu. [Ipu TaHgeMHON
Macc-CIEeKTPOMETPUH OBUIO BBISIBICHO MOBBILIEHHE KOHIIEHTPALMH
3-TUIPOKCH-U30BATEPUII-2-METUII-3-THAPOKCU-Oy THPHIIKAPHUTHU-
Ha, YTO OTHOCUTCS K HapyLIEHUsM 00OMeHa OpraHU4eCKUX KUCIOT
U Xapakrepusyer neduuut onotnHuaasbl. s e€ KoppeKkuuu ¢
12.11.2021 pe6&nok nomyuaet 6uoTHH 30 MI/CyT, IPUCTYIIOB HET.
B OnoxmMuueckoM aHaJIHu3e KPOBH OTMEUSHO HOBBIILICHUE CONEP-
)aHus ob1ero Oenka — 57,6 /11, yBeNUYCHHUE aKTUBHOCTH alla-
HuHaMuHOTpaHchepassl — 44 EJI/n. Ilpu okcumMeTpuu BbIsBIIC-
HO CHIDKEHHE NaplMaIbHOTO JaBIE€HUs KUCIOPOJa B KPOBH 10 53
MM PT. cT. Pe0EHOK GBI IPOKOHCYIBTHPOBAH HEBPOJIOTOM. bbii
nocTapieH quarno3: HacnencreenHas 00s1e3Hb 0OMeHa BENIECTB.
Jedpunut bnotnanaassl. Meradbonuueckas snunerncus. CHHAPOM
JIBUTaTeIbHBIX HApYIICHUH (MBIIIeYHasi TMIIOTOHUS). B pesynbra-
Te MPOBENEHHOM Tepanun y peOEHKa repecTalii 0TMEUaThCs dH-
JenTuyeckye NpucTynbsl. OH Hayall AepakKaTh FOJIOBY, CIEAUTH 3a
IpeaMeTaMHu, OsSBUIIAaCch yabIOKa. JI&xa Ha xKHUBOTE, yIepKUBaeT
rooBy 1o cpenueit muauu. [lo manaeiv D31 oTMedaeTcst OTYET-
JIMBas! TIOJIOXKUTENbHASI IUHAMUKA, HUBEITMPOBAHUE STIHICITHYIC-
CKOM aKTUBHOCTH.

3axniouenue. HepocTaToyHOCTh OMOTUHUAA3EI TPYJHO AMA-
THOCTHUPOBATH B CBS3H C TEM, YTO MIPUPOJA ATHICITHYECKHUX MPHU-
CTYIIOB HE SICHA Ha IIEpBOM 3Talle IUarHOCTUKHU, U OHH HE IMOof1a-
IOTCSI JICUEHHUIO IPOTUBOIHIIEITHUECKUMHE TipeniapaTtamu. [Ipu
HaOMIOIEHUH TaKOW KIIMHUYECKON KapTHHBI CIIeAyeT MOA03peBaTh
HEJOCTaTOYHOCTh OMOTHHUA3BI U TPOBOJUTH FEHETHUYECKYIO -
ArHOCTUKY JJISI BBISIBJICHUS 9TOTO 3a00JICBaHUS U HA3HAYEHHUS CBO-
€BPEMEHHOTO IIPABUIILHOIO JICUCHUSI.

NPUMEHEHUE YNADALUTUHUBA Y OETEN
C BOCNANWUTENbHbLIMU 3ABOJNNIEBAHUAMMU
KULLEYHUKA

MywkapeBa A.E.', BuHokypoBa A.B.2
MpoxopeHkoBa M.O.", AHyweHko A.O.2

Hay4Hbin pykoBogutens: npod. A.C. lNotanos

"MepBbIi MOCKOBCKUIA rOCYAapCTBEHHbIN MEAULIMHCKUN
yHusepcuteT umenn .M. CeueHosa MuHsgpasa Poccumn
(CeuveHoBckum yHmuBepcutet), Mocksa, Poccus;
2HaumoHarnbHbI MeauUMHCKMI NCCrieqoBaTenbCKUM LeHTP
3pnopoBbs geten MuHsgpasa Poccnun, Mocksa, Poccus

Kniroyeebie crioga: 0emu, eocrianumesibHble 3aboresaHusi
Kuwe4Huka, duasHocmuka, nedeHue, ynadayumuHub

Axmyanvnocmo. Tepanust npenapaTaMy SHyC-KUHA3 SBISCT-
Csl THHOBAIIMOHHOM /17151 OOJIBHBIX JeTel ¢ BOCIATUTEIBHBIMU 3a-
OoneBanusamu kumeyHnka (B3K).

Llenv pabomel: onpenenuts 3GHEKTHBHOCTh TPUMEHEHUS
ymamanutiuanba npu B3K y nereii, pepakrepHbIX K paHee mpo-
BOJIMBILICHCS OMOJIOTHYECKOM TepaIHH.

Mamepuanvr u memoowt. IIpoBei€H NPOCNEKTUBHBII aHa-
JM3 Tepanuy ynagauutuHuboM 13 mereii B Bo3pacte 2—17 seT ¢
JIUarHO30M SI3BEHHBIH KOMUT — 3 manuenTa, 6one3nb Kpona —
10 nereii. Pe3ynbTrars! OIeHUBAIN 10 HA3HAYCHUS U Yepe3 3 Mec
mocie Tepanuu. Panee netu nomydyanu uHGQIMKCHMa0 — 8§ dero-
BeK, amanumymad — 7, Begonuzymad — 7, TodauutHHuo — 3,
TaKpOIUMYC — 2. YIIaJalMTHHUO Ha3HA4aJICsl OQHOKPATHO B J0-
3e 45 Mr/cyT, Janee MoAJep KUBaolias Tepanus 15 Mr/cyt. Axk-
TUBHOCTH 3a00JIEBaHUS ONPEACIISUTN 110 KIMHUYECKUM WHIEKCaM
PUCAI/PCDAI. YuuTbiBanu U3MEHEHUs TT0Ka3aTesei JIeHKonu-
TOB, TeMOIIOOMHA, TPOMOOIIHTOB, CKOPOCTH OCEIAHHUS SPUTPOLIHU-
toB (COD), C-peakruBHoro Oenka (CPB), ekarpbHOro Kaibmnpo-
TekTHHA. J[J1s1 o1leHKH M0OOYHBIX 3P (PEKTOB OlLICHUBAIIN U3MCHE-
HUS yPOBHEH 0OIIEro XoJIecTeprHa U KoarynorpamMsl. CpaBHeHHe
U3MEPEHUH CBSI3aHHBIX COBOKYITHOCTEH 10 U IOCIIE TEPAUU OCY-
[IECTBIISUTA [IPU MIOMOIIN KpUTEpusi BHIKOKCOHA.

Pezynomampi. J1o Havyana Tepanuy KIIMHAYECKast aKTUBHOCTh
3aboneBanus y 5 (38,5%) mereii Obuta BIcOKast, y 8 (61,5%) —
ymepenHas. ¥ 5 (38%) GonbHBIX onpeaessuics JeHKOIHUTOo3, y
10 (76,9%) — tpombGoumnTo3s, y 10 (76,9%) — anemus (mMeHee
110 r/m), y 7 (53,8%) — noBeimenne CPB, y 9 (69%) — noBbI-
menne COD. Y 8 (61%) OonpHBIX (heKaTbHBIN KaJbIPOTEKTUH
Ob11 TIOBBIIIIEH Ootee 250 MKI/T. Y Beex aerei ObUT He U3MEHEH
o0t XonecrepuH, ogHako y 7 u3 13 nereit ypoBenb GuOpHHO-
reHa ObLT BBIIIC HOPMAJBHBIX MOKasateneil. [lociae nHAyKunoH-
Horo kypca y 2 (13%) GonbHBIX ObUIA JOCTUTHYTA KIMHUYECKAs
pemuccus, y 11 (84,6%) akTUBHOCTB 3a00J1€BaHUS CHU3MIIACH 10
NErkoi creneHu. B pesynprare gedeHns: yCTaHOBIIEHO CHHKEHUE
xmHIYeckor aktuBHOCTH (p = 0,001), uncna neiikonuToB (p =
0,006), COD u CPb (p = 0,033). CHMkEHHE JICHKOIIUTOB OTME-
yajioch y Bcex namuentos, CO9 —y 77%, CPb —y 62%. ¥V 6
(46%) GONBHBIX HOPMAJIM30BAJICS YPOBEHB (DEKAIBHOTO KaJbIIPO-
TekTHHA. HexenarenbHbIX TOOOYHBIX 3P PEKTOB 3a BpeMs Mpué-
Ma Iperapara He OTMEUEHO, YTO MO3BOJIIWIO MPOAOJDKUTH Tepa-
U0 yTIaIAIIATHHAOOM.

3axntoyenue. TlpencTaBIeHHBINA OIBIT OTPaXKAaeT BHIPAKEHHOE
CHIDKEHHUE KIIMHUKO-1a00paTOpHOI aKTHBHOCTH 3a00JI€BaHUs IPH
NPUMEHEHUHN yrnajauuTuHuoa y aereii ¢ B3K ¢ npenmectsyromeit
HeyauyHoH Ononorunyeckoii Tepanueil. Heo6xonumo oTMeTUTh Obl-
CTpOE TIONy4YeHHe OTBETa U OTCYTCTBUE MOOOYHBIX dPPekToB Ha
(dhoHe ynagauTHHUOA.
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NCEBAOMMMNONAPATUPEO3 Y PEBEHKA
PAHHEIO BO3PACTA

ParnmoBa C.A., AsoBueBa U.A., BarnHa A.A.
HayuHbIn pykoBoguTenb: goueHT A.A. LLleBY4eHKO

[MpuBoOMXCKUN nccrnegoBaTenbCKUN MeAULIMHCKUIA
yHuBepcuteT Munsapasa Poccun, HuxHuii Hosropoa, Poccus

Knrouesnie criosa: knuHu4eckul criyqal, demu,
aunonapamupeos, duasHoCMuKa

Axmyanvrocme. IlceBporunonaparupeo3 (III'TT) — nacnen-
CTBEHHOE 3a00JIeBaHNE, XapaKTEepU3YIOlleecs KINHUKO-I1a00pa-
TOPHBIMH MPU3HAKAMH THITONIApaTHpe03a Ha (POHE HOPMATEHOTO
WY TIOBBIIIEHHOTO COZIEP KaHMs [TapaTrTOPMOHA B KPOBH. AKTyallb-
HOCTb HATOJIOTHHU 3aKJII0YAeTCsl B MOJMMOp(QH3ME KIMHUYECKUX
npossiaenuit [II'TI u TpyHOCTAX €ro AMarHOCTUKH.

Onucanue kaunuieckoeo ciyyas. bonpHas A. ot 1-it Gepe-
MEHHOCTH, CPOYHBIX POIOB, Macca Teaa IpH poxjaeHuu 2850 T.
C mepBBIX MecseB y peOéHKa OTMEUAINCh BBICOKHE MPUOaBKU
Macchl Tena. B Bo3pacte 5 mec meBouka Oblia TOCTIMTATH3HPO-
BaHa B OTAEJICHUE PAHHETO BO3pACTa B CBA3M C 3a/1€P’KKOHM HEpB-
HO-IICUXHYECKOTro pa3BuTHs. IIpu ocMOTpe OTMedaluch Helo-
CTAaTOYHOE Pa3BUTHE MO3TOBOI YacTH uepemna, OTEK MATKUX TKa-
Hel roJIoBbl, OTCYTCTBHE BO3PACTHBIX HABBIKOB, Macca Tea 16 Kr.
Ipu mabopaTopHOii THAaTHOCTHUKE BBLSIBICHO MOBBIIICHUE KOHIICH-
tpanuii TupeorpornHoro ropmona (TTI) mo 31,1 MmkME/mi B kpo-
BU. YPOBHH CBOOOTHOTO THPOKCHHA M aHTUTEN K THPEOTIEPOKCH-
Ja3e B mpezaenax HopMbl. [1o JaHHBIM HEOHATATbHOTO CKPUHHH-
ra 6onsHOHU yposens TTT 4,07 MkME/mn (Hopma 1o 20 MkME/
ML), YTO UCKJIIOUUIIO BPOXKIEHHBIN runorupeo3. Haznauens! nu-
eTa, ICBOTUPOKCHH B 03¢ 12,5 Mkr. OHako aMOyaaTopHO pedé-
HOK TEpaIuio He MMoydall, BO3PACTHYIO THETy He coOonan us-
32 HU3KOH KOMIUIAGHTHOCTH MatepH. [Ipu rocnmranusanuu B BO3-
pacte 1 rox 5 mec macca tena GonbHOI Obuta 26 xr, UMT 33,2
KI/M?%, COXpaHsuICs MoBbILIeHHbIH ypoBerb TTI no 7,17 MkME/
M B kpoBH. Ha doHe perymspHoro npuéma JICBOTHPOKCHHA B yC-
noBusAX cranpoHapa yposeHb TTT yBenuuwmics 10 10 MkME/Mi
B KpoBH. [Ipu 3TOM cozpepxaHnue napaTupeorTHOro ropMoHa, Kop-
TH30J1a ¥ MHCY/IMHA B TIpefiesax peGepeHCHbIX 3Ha4eHUH. Y YUThI-
Basl HATOJIOTMYECKYIO0 NPUOaBKy Macchl Tela, TUIIOTHPEo3, (heHo-
TUNHMYECKHE U3MEHEHUs (OXKUpPEHUE, OKPYIVIOE M0, KOPOTKas
1es, OpaxuIaKTHINS), TpyOOe OTCTaBaHUs OOIBHON B PEUEBOM U
MOTOPHOM pa3BUTHH, IPHHATO PELICHUE O IPOBEACHUH ITOJTHOTO
9K30MHOTO CeKBeHHpOoBaHHs. [10 JTaHHBIM 3TOTO aHaIM3a 0OHApPY-
JkeHa MyTanus B Tene GNAS, npuBomsmias k pazsuruto [II'T1. B
Bo3pacTe 2 roza 4 Mec JeBouyKa OblIa BHOBb TOCHHUTAIN3UPOBA-
Ha B cTaiuoHnap, macca tena 19 xr, UMT 24,5 kr/m2. Ipu o6cre-
JIOBaHHH COXPAHSUICS ITOBHIICHHBIH ypoBeHs TTI 1o 9,2 MkME/
M1 B KpoBH. IIpoBeniena KoppeKuus MuTaHus ¢ y4éToM CyTOYHOM
notpebHOCTH peO&Hka. B Tepamnuu Oblia yBenuueHa j103a JeBO-
THPOKCHHA JI0 25 MKT.

3axnarouenue. Ilpu nogozpennu Ha I1I'TI cnenyer yuutsiBaTh
MOpPOUIHOE OXKUPEHUE, TOIUMOP(U3M KIMHUYECKUX MIPOSIBICHUM
1 JaHHbIE J1abopaTopHOro obcienoBanus. BaxHoe 3HaueHue ume-
€T MOJIEKYJIIPHO-TeHeTUYeCcKoe MoATBepkaeHue quarnosa [1ITI.

NATONOrnA Xenyao4yHoO-KUMLLEYHOIO TPAKTA
Y OETEW C HEBPOJTOMMYECKUMU
3ABOJIEBAHUAMU B OTAENEHUAN
NANJIMATUBHOM NOMOLLM

PasyBaeBa 10.10.
HayuHbin pykoBoauTtens: poueHT B.C. JlegHeBa

BopoHexckuii rocygapCTBEHHbI MEANLIMHCKNIA YHUBEPCUTET
umenn H.H. BypaeHko MuHsgpasa Poccun, BopoHex, Poccus

Knouesbie criosa: demu, 60one3HU 0Op2aHo8 NnuUe8apeHus,
Hesporoau4eckasi namoroausi

Axmyansrnocms. I10CKONBKY LIEHTpalbHAsl HEPBHAS CUCTEMA
KOHTPOJIUPYET OpraHbl skedyRouHo-KumedHoro Tpakra (XKKT), co-
IIyTCTBYIOILIUE TaCTPOSHTEPOJIOTNUECKHUE 3200/1€BaHUS BCTPEUAIOT-
cs1'y 80-90% meteit ¢ BpOXKIEHHBIME ¥ IPHOOPETEHHBIME popmMa-
MH TTaTOJIOTHH HEPBHOI CHCTEMBI, YTO YaCTO COMPOBOXKIACTCS PH-
CKOM pa3BHUTHS HyTPUTHBHON HEJOCTaTOYHOCTH U3-3a Aucdarum,
ractpoa3odareansHoi pedumrokcHoit 6onesnu (I'OPB) u 3anopos.

Lens: onpenenuTs CTPYKTYpY pa3in4HbIX (HOPM MATOIOTHH
XKKT y nereii ¢ HEBpOJIIOTHYECKUMH 3a00JIEBAHUSIMU B OTJICIICHUN
MAJUTMATHBHOW ITOMOIIIH.

Mamepuansl u memoowst. O6cnenoBano 35 nerei, rocnura-
JM3UPOBAHHBIX B OT/EJICHNE MAJUTHATUBHON oMoy, Kpurepun
BKJIFOUEHHS: AETCKUI BO3PACT, HATWYNE HEBPOIOTHUECKON MaTo-
Joruu, “HGOPMHUPOBAHHOE NOOPOBONBLHOE COIIACHE 3aKOHHOT'O
IpescTaBUTeNs peOEHKa.

Pesynomamer. Cpenn o0cnenoBaHHBIX JETEl YHCIIO IeBOYEK
¥ MaJIBYMKOB OBUTO MMPUMEPHO OIUHAKOBBIM M COCTaBHIO 54,3 1
55,7% cootBercTBeHHO. CpeaHuil BO3pacT NaJIIMaTUBHBIX MaIH-
eHToB cocTaBui 6 [3; 11] ner. Bpoxnénnsie oprannueckue mo-
paxxenust [THC BoisiBnens! y 14 (40%) nereil, OHKOJIOTHUECKHE
3a0oneBaHus ToJ0BHOTO Mo3ra — y 2 (5,7%), cunapom JlayHa
—y 1 (2,8%). derckuii nepeOpanbHbIii Tapajny BCTpeyancs y
18 (51,4%) GonbHBIX, MPU ITOM BCE MALUEHTHl OTHOCHIUCH IO
cUCTEeMe OIICHKH TITo0aNbHBIX MOTOpHBIX QyHKIMA (GMFCS) k
V kiaccy. Y 32 (91,4%) GonbHBIX BBIABISIMCH )Kano0BI CO CTO-
pons! XKKT. Jlnarno3 «cyOKOMIIEHCHPOBAaHHBIH 3arop» ObLI IO-
CTaBlieH Ha OCHOBaHWHU Pumckux xputepues IV 22 (62,6%) ne-
M. I'OPB Berpeuanack y 25 (71,4%) 6onbHbix. JKanoOb! Ha 1ie-
PHOINYECKYIO PBOTY U CPHITUBAHMSI, HE CBSI3aHHbIE C KHIIIEYHBIMHU
nH}EKIAMY, cTabMIBHO onpenessuuch y 25 (84%) OonbHBIX ¢
I'OPb ny 14 (40%) neteit 6e3 I'OPB. IIpu aTOM ycTaHoBieHa 1o-
noxurensHas koppensuus (7 = 0,44; p = 0,08) mexay yacTtoToi
I'OPB u pBotoil y O0sbHBIX. Y JeTell MIajlIero Bo3pacTa Jale
Berpedanack ['OPB (r = -0,345; p = 0,043). Hanuuue u crenexHp
nmucharuu oneHuBa y 1o mkaine ot 0 10 4 6ayuToB M MaIlMEHTHI
pacpeaenuIuch cleayronmM oopasom: 4 damra — 25,7% ciyda-
eB, 3 u 2 6amna — o 28,6%, 2 u 0 6amioB — 1o 8,6%.

3axnmouenue. 3aboneBanns XXKT BcTpedaroTcs y O0IbLIIMH-
CTBa MAIUEHTOB, HYXIAIOIINXCS B OKa3aHUU MaJJIMaTUBHOM I10-
MOIIY. MyIBTHIMCIUIUTMHAPHBIN TOIXOJ IIPH YYACTHH HEBPOJIO-
TOB, TaCTPOIHTEPOIIOTOB, TUETOIOTOB MOYKET BHECTH 3HAYNMBIH
BKJIaJ] B YIy4IIeHHe KauecTBa KU3HH peOEHKa C MaJUTHaTUBHBIM
3a00NeBaHUEM.
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OCOBEHHOCTU CUCTEMbI FTEMOCTA3A Y OETEW
C NOCNEACTBUAMU LLEPEBPAJIbHOU ULLEMUWN,
POOUBLLUUXCSA Y XXEHLLUWUH C TPOMBO®UITUEN

PoroBa A.C., AxanoBa E.A., MapTbiHOB A.A.,
BnoxHuHa U.B., Akky3uHa E.B.

HayuHble pykoBogutenu: A5. UnbuHa,
A.Jl. MnweHko

Poccuncknin HaumoHanbHbIA UccreaoBaTenbCKui
MeauLMHCKn yHusepeuteT nmenn H.W. Muporosa
Mwun3agpasa Poccumn, Mockea, Poccus

Kniouesnbie criosa: demu, mpombocghunusi, ecemocmas,
OuasHocmuka

Axmyanornocms. TpoMOOQUIHS Y KESHIIMH SBISIETCS OJHUM
13 MaTOreHeTHYeCKUX (HaKTOPOB Pa3BUTHS BHYTPHYTPOOHOH T'H-
MIOKCHH IUIOAA U LiepeOpaIbHOM HIIEMUH Y POIMBILEroCs peOEHKa.

Llenv pabomui: onpenenuTh COCTOSIHUE CUCTEMBI TeMOCTa3a
y JeTel ¢ HOCIeACTBUSMHU LepeOpaIbHON HIIEMHH, POJUBLINXCS
y XKEHIIHH ¢ TpoMOodmInei.

Mamepuanst u memoowsi. O6cnenoBano 60 nereii 1-ro roga
JKM3HH, IEPEHECIINX B IIEPHOE HOBOPOXKIEHHOCTU LIEpeOpaIbHYIO
nimemuto. Jletn ObUIH pacnpeneseHsl Ha 2 TPyHIsL 1-10 rpymimy
(n=30) cocTaBuIM JETH, POIKMBIIKECS Y KEHIINUH C TPOMOO(UITHEH;
2-10 (n = 30) — neTH, poAMBIIKECS Y )KEHIIMH 0e3 TpPoMOOQHIny,
HO C HOCUTEJILCTBOM NTOTUMOP(U3MOB I'€HOB CUCTEMBI TEMOCTAa3a.

Pesynomamer. Y nereit 1-i v 2-# rpynn k 1 rogy »u3Hu nouTu
C OIMHAKOBOH 4acTOTOH COXpaHsIUCh NOCIEACTBUS LiepeOpaIbHOM
WIIEMHHU B BUJIe CUHApPOMa MbliiedHoi auctonuu (40,0 u 46,7%)
U 33/Iep>KKU TIcuXoMoTopHOTro passutas (13,3 u 13,3%). Curapom
BHYTPHUYEPETTHON THIIEPTEH3UH Yallle OTMeJaics y aeTeit 2-if rpyn-
IIbI 110 cpaBHEHU!O ¢ AeTbMu 1-i rpynmsl (70,0 u 53,3%). IIpu ouen-
K€ CUCTEMBI reMocTas3a y aerei 1-ii u 2-if rpynn k 1 roxy *xu3HU
OIIpeieNtsuICs TOBBIICHHBIH ITOTEHIUAN CBEPTHIBAHUS B BHJIE TPOM-
6onmrosa (31,6 u 47,4%), XpOHOMETPUUECKOI TUIIEPKOATYIISIIUH 110
Tpomboanactorpamme (73,3 u 86,7%) u runeparperauu TpomMoo-
1uToB 1o arperarorpamme (33,3 u 43,3%). IIpu atoM y nereit 1-i
TPYIIIBI MO CPABHEHUIO C IETHMHU 2-i TPYIIIBI THIIEPKOATYJISIIINS Ya-
1€ YCUJIMBAJIACh MOBBIIIEHHEM KOAryJIiHTHOH aKTUBHOCTU TPOM-
6ormroB (KAT) (50,0 u 20,0%; p < 0,01) 1 HanuuneMm MapkepoB
(bubpruHOOOpa30BaHKs B BHIE MPOLYKTOB Jerpaganuu GuOpHHa
(23,3 1 3,3%; p <0,01) u D-numepos (40,0 n 23,3%). V mereit 2-it
TPYIIIBI IO CPAaBHEHUIO C ACTBMHU 1-H TPYIIIbI Yalie OTMEYaInCh
TpOMOOLMTONIATHYECKHE TeHIeHIIUH B Bue cHkeHus KAT (26,7
u 16,7%) 1 runodyHKIMY TPOMOOLUTOB 110 arperarorpamme (23,3
u 13,3%). YV nereii 2-ii rpynIisl 10 CpaBHEHHUIO € IeTbMHU |- rpyTI-
Bl K 1-My TOy JKM3HH Yallle BEUSIBISUIACH CTPYKTYPHAsI TUITEPKO-
arynsmust o Tpombosnacrorpamme (26,7 u 3,3%; p < 0,01), orpa-
asi BRICOKUH MOTEHIMAN CBEPTHIBAHUS KPOBH.

3axniouenue. BoIsBICHHBIE U3MEHEHHS CUCTEMBI FeéMOCTa3a
y JIeTell OT JKeHIMH KaK ¢ TpoMOoduinei, Tak u, ocooeHHo, 6e3
TpOoMOO(DIIHH, HO C HOCHTEIIBCTBOM ITOIUMOP(U3MOB T€HOB CH-
CTEMBI TeMOCTAa3a SBISTIOTCS OCHOBHBIMH ITATOT€HETHIECKIMH Me-
XaHM3MaMH HapyIICHUS! MUKPOLUPKYJISIIUH, KITMHUYECKH IPOSIB-
JISFOIIMMUCS BHYTPUYTPOOHOM TUIOKCHEH W SIBISIOMICHCS TTPH-
YUHOW HEBPOJOTMUYECKUX HApYLIEHUH y Aereil 1-ro roga sku3Hu.
JlaHHOe 00CTOATENLCTBO 00YCIOBINBAET HEOOXOIUMOCTD pa3pa-
GOTKHM aJITOPUTMOB HaOMIOEHUS M 00CIIeI0BaHus JaHHOM TpyI-
T IeTeH ¢ HeNbIo MPOQUIAKTHKN TPOMOOTEMOPPATHIECKUX OC-
JIOXKHEHUH.

AOEBIOT AYTOMMMYHHOIO
nonurnAHAynAPHOro CMHAPOMA 1 TUNA
C NOJIMMOP®HOW 3PUTEMbI

N AYTOUMMYHHOIO FEMATUTA

PoroxuHa B.B., Mopo3soBa E.A.

Hay4Hble pykoBoauTenu: KaHa. MeA. HayK
IB. MoBcucsH, npod. A.C. lNoTanos

MepBbIi MOCKOBCKMIA rOCYQapCTBEHHBIN MEANLIMHCKUIA
yHusepcuteT umenn .M. CeueHosa MuHsapasa Poccumn
(CeuveHoBckum yHuBepcutet), Mocksa, Poccust

Knrouesnie criosa: knuHu4ecKkul criyqali, aymouMMyHHbIU
ronuenaHoynspHbIU CUHOPOM, MapKepbl, QuagHOCMUKa

AxmyanoHocmy. AyTOUMMYHHBIN TTOJIMIIAHAYASPHBIA CHH-
napoM 1 tuna (AIIC) — penkoe MOHOTEHHOE 3a00JIEBaHUE C ayTO-
COMHO-PEIIECCHBHBIM TUIIOM HacJeI0OBaHUs, B OCHOBE KOTOPOTO
JISKUT HapyUIeHUE CTPYKTYphl T'eéHa ayTOMMMYHHOTO peryssiropa
AIRE, xapakTepu3youieecs: SHA0KPUHHBIMU U HEIHIOKPUHHBIMHU
Hapymenusmu. Kiaccudueckuii BapuaHnT 3a06051eBaHUS IPOSIBIISIET-
Cs TPUAI0H: KOXKHO-CIIM3UCTHIN KaH/AN103, THIIONIApaTupeos, Hal-
[TOYEYHHUKOBAS HEJIOCTATOYHOCTh. AYTOMMMYHHBIN TeaTHT B €r0
CTPYKType BCTpedaercst b B 15% ciaydaes, a monmuMopHast
JpUTEMa YIIOMUHAJIACH JIMIIb | pa3. AKTyaJIbHOCTh Hallel pabo-
ThI cocTouT B onucanuu aedrora ATIC 1 tuna y peG&Hka paHHe-
rO BO3pPAacTa C OTCYTCTBHEM KJIACCHYECKHX €r0 CUMITOMOB. M3-
JIO)KEHHBI HAMU KIIMHUYECKHH CITy4aid IT03BOJIUT IIOBBICUTD Bpa-
4yeOHYI0 HaCTOPOKEHHOCTb U CIIOCOOCTBOBATH CBOEBPEMEHHOM
JUarHOCTHKE CTOJIb PEIKOro 3a00JIeBaHusl.

Onucanue xnunudecko2o cayuas. Mansauk, 3 rofa, BIEpBbIe
noctynui B HMUL 310poBest nereit Munsnpasa Poccuu ¢ Ha-
MpaBJIAOIUM JUAarHoO30M ((HeyTO‘{HeHHbIﬁ renaTruT» B BO3PacTe
1 rox 10 mec. B Bo3pacte 1 rox 7 mec Habmonanca B Mopo3oB-
cxoit JITKb u HMULL IT'OU um. JI. Poradesa B CBsI3u ¢ IEpUON-
YeCKOi MOIMMOP(HON CHITIBIO 1 THX0paakoil. [Ipu oOcinenoBannu
ObLTH OOHAPYKEHBI TeIIaTOMET NN, TETAaTUT C CHHAPOMOM LUTO-
7133, MPU3HAKK MTOPaYKEHUSI TODKEITYIOUHOH Keme3bl, TuMbae-
HOIaTUsA U apTpaJIrMi Ha BBICOTE JIMXOPAAKH, SABJICHUS BACKYJIN-
Ta IPH OTCYTCTBHHU ayTOAHTHUTEI. B cemeliHoM aHamMHe3e HaOIto-
JTAJINCh HEYTOYHEHHBIE T'eTIaTUThl Y POACTBEHHUKOB CO CTOPOHBI
MarepH. B cBs3u ¢ paHHUM BO3pacTOM IaIleHTa ObLT 3aII0I03peH
ayTOBOCHAJINTENBHBIN CUHAPOM, BIIOCIEACTBUHN IUAarHOCTHUKA HA
ayTOAHTHUTEJNA [T0Ka3aJla MOJIOKNUTEIbHBII aHTHHYKIIEApHBIN (ak-
top-HEp2. Ha ocHoBanuu BeIsiBNIeHNs: MyTauuu B reHe A/RE, nan-
HBIX OMOIICUH NIEYECHH, [TOJIOKUTEIHHOM JMHAMUKH Ha ()OHE IITF0-
KOKOPTHUKOCTEPOUHON TepaItu, IOJI0KUTEIbHBIX ayTOAHTEN ObLI
JIUarHOCTHPOBAaH ayTOMMMYHHBIN renatut B cTpykrype AIIC 1
tuna. Ilonydan ctangapTHYIO Tepanuio NpeJHU30JI0HOM, IIpena-
paTamu KaJbIHsl, YPCOAE30KCUXOIEBOM KUCIOTON €XeIHEBHO, B
HacCTOosAMICC BPEMS HET SHAOKPUHHBIX HpOf{BJ’lCHI/If/'I 3a60neBa1-1m[.

3axniouenue. BapuarusHocts nposisnenuit AIIC He no3Bos-
€T 3aI0/I03pUTh €T0 Ha PAHHUX 3Tarax pa3BUTHS, YTO YBEINYHBA-
€T BepOsATHOCTH NMPOrPECCUPOBAaHKS HEOOPATUMBIX U3MEHEHHUH B
opranu3Me. [laHHBIN KITMHAYECKUH CIydai oKa3aTesleH TeM, 4TO
KIMHMYecKass MaHu(ecTanus CIOKHBIX ayTOMMMYHHBIX 3a00ie-
BaHMUM MOKET HAYMHATHLCS C Hecneumlmqecxux CHUMIITOMOB, OIIC-
pexaTb 1ab0paTopHYIO U MaToMop(oJIoruyecKyto kapTuny. CBo-
€BpPEMEHHas IMarHOCTHKA IT03BOJIMT BOBPEMsI HAa4aTh TEPAIUIO U
CHHM3HTb PUCK PA3BUTHSI OCIIOKHEHUH.
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MOPOKU PA3BUTUSA, COYETAIOLWMUECH
C OOHOCTOPOHHEW ArEHE3VEW NOYKU
Y OETEWU

PomalwioBa A.A.
Hay4Hbin pykoBogutens: npod. C.H. 3opkuH

HaunoHanbHbI MEOUUVHCKMIA UCCNenoBaTeNbCKUA LIEHTP
3nopoBbs aetert Munsgpasa Poceun, Mocksa, Poccus

Knrouesbie crioga: azeHe3usi MOYKU,; eeHUMasbHble
aHomarsiuu; rnopoKku paseumus.

Axmyanvnocms. YactoTa BpoXKIEHHBIX IOPOKOB PAa3BUTHS Y
JieTell yBeTMUUBACTCsl €XKErOAHO U cocTaBnseT 4—8% oT obmei
CTPYKTYpHI TIOPOKOB Pa3BUTHS MOYEBOIM CHCTEMBI, IIPH 3TOM OfI-
HOCTOPOHHSISl areHe3Us MIOYKU OOBIYHO HE MPOSIBISETCS KIMHU-
YeCKH B CIydae HOPMAJIBHOTO Pa3BUTHS KOHTPAJIATEPAILHOTO Op-
raHa. BeisBnsercst 9Ta popMa maToIorui OOBIYHO BO BpEMSs IIPO-
(bHIIaKTHYECKUX OCMOTPOB MM IIPU 0OCIEIOBaHUU 110 IOBOAY
COYETAHHBLIX aHOMAaJIUi pa3BUTHUAL. O,HHOCTOpOHHSIfI arcHe3us4d 1noy-
KM BO3HHUKAET ¢ 4-i 1o 8-10 Henesto SMOPHOHAIEHOTO Pa3BUTHS
W3-32 HapyIIEeHUs MEKTKAaHEBOTO B3aUMOJICHCTBUS MEX/Ty 3a4ar-
KOM MOYETOYHHKA U MeTaHe()pOoreHHO! TKkaHblo. K aToMy MOMeH-
Ty Me30He(pabHbIe TPOTOKH YK MOIHOCTHIO C(OPMHUPOBAHEL, B
OTJIMYME OT Mapame30He(pantbHbIX IPOTOKOB, KOTOPBIE pa3BHUBa-
I0TCS TOJIBKO K 5-1 Hezienne BHyTpUYTPOOHOIo IEpUoa, T.¢. B Iie-
PHOA BBICOKOTO pHCKa BO3HUKHOBEHHS ITOPOKOB Pa3BUTHS MOYE-
BBIJICTTUTENILHOM CHCTEMBL. Y JIeBOYEK IPU OJJHOCTOPOHHEH arcHe-
31U TIOYKH PacIpOCTPaHEHHBIMHI aHOMAJUSIMHU PA3BUTHS TTOJOBBIX
OPraHoOB SIBIISIIOTCS HCTHHHAS OHOporas MaTka (65%), nByporas
Marka ¢ OfHUM pyAUMEHTapHbIM poroMm (7,3%), B 56% ciyua-
€B OTMEUAIOTCsl OTCYTCTBHE (panaonueBoil TpyObl U sIMYHUKA Ha
CTOpOHE areHe3HuH IOYKH, OTCYTCTBHE WU THITOIIIa3Msl BIaraiu-
1I1a, YIBOGHHUE Biarajuma. ¥ MaJbiUKOB C OJHOCTOPOHHEH are-
He3uel OYKU MOTYT OBITh PyAUMEHTAPHBIMHU HJIH OTCYTCTBYIOT
CeMEHHBIE My3bIPbKH, IpeCcTaTeNIbHasI XKene3a U PUIATOK SHY-
ka. B 15% ciyyaeB y OONBbHBIX BBIABIAIOTCS KPUIITOPXU3M U TH-
nocnagus. ITy3pIpHO-MOYETOUHUKOBEIH peQIIIOKC B €MHCTBEH-
HYIO TOYKY OTMeuaeTcsi npuMepHo B 24% ciyuaes. [Ipu sTom
y 16% mauneHTOB 0OHapyXHUBaeTCs apTepHalibHas TUIEpTEH-
3us, y 21% — mukpoansOymunypus. ¥ 10% nanueHToB oT™me-
YaeTcsl HapyleHne CKOPOCTH KITyOOUKOBOH (DMIIBTpaniy MeHee
60 ma/mun/1,73 M2, 4TO CBHIIETEIBCTBYET O HAIMYMU XPOHHYE-
cKoii 6one3nu nmouek 3 craguu. B 31% ciydae areHesust mo4ku
SIBIISICTCSI COCTABJISIONICH CIIOXKHBIX T€HETHYECKUX CHHIPOMOB:
BpPOXJIEHHOM aHOMAJIMK Pa3BUTUS MOUYEIIONIOBOTO TPAKTa, XapakK-
TEPHU3YIOIIEHCS YIBOSHHON MaTKOM, 00CTpyKIrel TeMrBIIaraim-
a ¥ uncuiarepanbHoii arenesueit mouek (OHVIRA), Kamnma-
Ha, l{lunnepa, Maiiepa—Pokuranckoro—Krocrepa—Xaysepa 1 BHe-
MMOYEUHBIX aHOMAaJIMI Pa3BUTHUA KEITYAOUHO-KUIIECYHOI'O TPpaKTa
(16%), ceprua (14%) u ckenerHo-MbIeyHOH cucteMsl (13%).

3akarouenue. I1pu sMOpruOreHeTHYECKOM CBI3K MOYEBOH U IO~
JIOBOM CUCTEM aHOMAITHH Pa3BUTHUS OPraHOB MOUYEBBIIEIUTEIEHOM
cucremsl B 33% ciydaeB CBsI3aHbI C TIOPOKAMHU Pa3BUTHSA II0JIO-
BBIX OPI'aHOB, YTO B IOCJEIYIOIIEM MOXKET IIPUBOAUTDH K Pa3BU-
THi0 Oecrnonust. OMHOCTOPOHHSIS areHe3 s MOYKH MOXET coue-
TaThCsl C TIOPOKAMH PA3BUTHsI HE TOJIBKO MOUYEIOJIOBOTO TPAKTa,
HO W Jpyrux opraHoB u cucteM. [loatomy OoibHBIE C OJHOCTO-
POHHE}! areHe3ne OYKH JOJHKHBI OBITH IO HAOMIONeHHEM Bpa-
Ya-KIMHULIUCTA IS UCKITFOYEHHS COMYTCTBYIOIUX Ie(QEKTOB H
AQHOMAJIMH pa3BUTHSL.

NOCTKOBUOHbLIA CUHOPOM Y OETEN

PymsaHueB M.A., BoHaapeHko E.[1., ExxoBa A A.,
BanmyxambeTtoBa [.

Hay4Hbin pykoBoguTtens: npod. A.5. MyHonuT

MepBbit MOCKOBCKMIA rOCYAapPCTBEHHbIN MEAULIMHCKUIA
yHusepcuteT nmeHn N.M. Cevenosa MuHsgpasa Poccum
(CeyeHoBckui yHuBepcuTeT), Mockea, Poccus

Knoyesble croga: demu, NocmKo8UOHbIU CUHOPOM,
UMMYHHbIU omeem, MapKepbl, duazHOCMuKa

Axmyanvrocms. Kak cnencreue nangemun COVID-19 6oi1b-
moe BHUMaHHe npuBiek moctkoBuaabd cuaapom (IIKC). He-
cMmotps Ha To uto TeueHue COVID-19 y neteii 00bIYHO 3HAUH-
TEJILHO JIETYe, YeM Y B3POCIBIX, TOSBIISIOTCS IAaHHBIE O TOM, UTO
HekoTopsle AeTu ctankubaiorcs ¢ [IKC, ogHako JaHHBIX CpaBHU-
TCJIbHBIX aHAJIM30B C NNOCJICACTBUAMU APYTUX I/IH(i)eKLlI/IOHHbIX 3a-
OoseBaHMIA HET.

Llenv: onpenenanTb YaCTOTY PAa3BUTHS MOCIESACTBUI ITOCIIE UH-
durmposanus SARS-CoV-2 u apyrux HHQEKIIMOHHBIX areHTOB C
MPEUMYIIECTBEHHO PECITUPATOPHBIMH MITH KUIIIEYHBIMH MTPOSIBIIE-
HUSIMH T10CJI€ BBIIIMCKH U3 CTAIIMOHApA.

Mamepuanvt u menmoodsi. DKCIIO3ULUOHHO-CTPATUULIUPO-
BaHHOE MPOCIIEKTUBHOE KOTOPTHOE MCCIIeIOBaHUE TPOBOIMIIOCH
B pamkax corpyaaudectBa CedenoBckoro yHusepcurera, JII'Kb
Ne 9 um. I'H. Crnepanckoro (koropra mramma Omicron) u JI'-
KB um. 3.A. bauuisieBoit (koropra mramMa Wuhan). Coop naH-
HBIX 10 OCTPOH (haze 3a00eBaHuUS IPOBOAMIHN IyTEM 00pabOTKH
QJICKTPOHHBIX MECAUIIMHCKUX KapT MAallUCHTOB. Teﬂeq)OHHOC HUH-
TEPBBIOUPOBAHNE MALIMEHTOB OCYIECTBISIN Yepe3 6 u 12 mec
[IOCJI€ BBITUCKU COTJIACHO MPOTOKOIY MeXIyHapOoJHOTO KOH-
COpLHUYMA 1O TSHKENBIM OCTPBIM PECITUPATOPHBIM 3a00JICBAHHUSIM
Y HOBBIM MH(EKIMAM IS OLCHKH TONTOCPOYHBIX MOCIEACTBHH
COVID-19 y nereil. B koHTpoNbHYIO KOTOPTY BOLIUIM JETH, HE
6onesue COVID-19.

Pesynomamer. VI3 2595 nereit 1 noapoCTKOB, TOCTTUTAIN3UPOBAH-
HbIX ¢ noaTBepkaEHHbIM COVID-19, 1707 (66%) npunsim yyactue
B KaTaMHeCTHYECKOM HabmoneHny, 13 HuX 1183 (69%) ObumH BKITIO-
YeHbl B aHaM3. MemaHa BpeMeH! HaOMIOeHNI TTOCIIe BBITHCKH CO-
craBuna 6,7 mec. Pacipocrpanénnocts [TKC Obliia 3HaYUTENBHO BbI-
mie B koropre mramma Wuhan (89,7 ciaydast Ha 1000 uenoBexo-mecs-
ues; 95% AN 64,3—120,3) no cpaBHEHUIO ¢ NOCTUH()EKIMOHHBIMU
OCJIOKHEHHSIMU B KOHTPOJIbHOU Koropre (12,2 ciryyast va 1000 geno-
Beko-MecsieB; 95% /I 4,9-21,9), Toraa Kak pazinuausi MeXIy KO-
roproii mramma Omicron ¥ KOHTPOJILHOW KOTOPTOM ObLIN CTATUCTH-
YeCKH He3HaYMMBL. B koropre Wuhan 1o cpaBHEHHIO ¢ KOHTPOJIBHOM
KOTOPTO# Yalie BCTPEeYalTiCh AePMAaToIOrHYeCcKIe, CEHCOPHBIE TPO-
SIBJICHHSI, YTOMJISIEMOCTD U JIPYTHe MEHee paclpoCTpaHEHHBIE M0-
crenctusl. B xoropre Wuhan 1o cpaBHeHuto ¢ koroproit Omicron
oTMedanachk Ooree BbIcoKas yactora Berpedaemocts [TKC u sxanod
Ha yTOMJISIEMOCTb, CHIDKEHHE (D3NYECKOH aKTHBHOCTH U YXYALIIe-
HHE OTHOIICHUH. YacToTa HeTIOIHOTO BBI3NOPOBIECHHUS TakxkKe ObLIa
JIOCTOBEPHO BBIIIIE B Koropre mramma Wuhan.

3axniouenue. llltamm Wuhan XxapakTepu3yeTcsl CKIIOHHO-
CTBIO BBI3BIBATh MIMPOKHH criekTp cummtoMoB ITKC ¢ BeipaxkeH-
HBIM BIIMSIHIEM Ha JOJTOCPOYHBIE TIOKa3aTenu 300poBbs. [lItamm
Omicron TPUBOAMI K MEHBIINM HOCTHH(GEKIINOHHBIM OCIE-
CTBHSM, HE OTVIMYAIOIIUMCS OT OOBIYHBIX CE30HHBIX BHUPYCHBIX
3a00JIeBaHUH.
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BPOXOEHHASI AKPOLIE®ATIOCUHOAKTUINNA
1-r0 TUNA Y OEBOYKU

CaBateeBa O.U.", CmonbsaHHUKOBa A.B.",
KanTtyTtuc C.C.!

HayuHble pykoBogutenu: goueHT E.A. CapkucsH’,
KaHA. meAa. Hayk J1.[1. BopoHa'?

"Poccuinckuit HauuoHanbHbIA UccrenoBaTenbCKui
MeauLMHCKn yHuBepeuteT nmenn H.W. Muporosa
Mwunsgpasa Poccumn, Mockea, Poccus;
2Hay4Ho-npakTu4eckunii LeHTp nmexu B.®. BoliHo-
HAceHeukoro [lenaptameHTa 3gpaBooxpaHeHnss Mocksbl,
Mocksa, Poccus

Knrouesnbie criosa: knuHu4eckul criyqati, cuHdpom Anepa,
rpoepeccupyrowuli CUHOCmMo3, duagHoCmuKa, f1e4eHue

Axmyanvbrnocmyb. AxpouedanoCHHAAKTHINS 1-ro THIIa — CHH-
npom Anepa (CA) — ayTOCOMHO-JOMHHAHTHOE 3a00JIeBaHKE, BbI-
3BaHHOE MYyTallhel reHa perenTopa daktopa pocrta ¢pudbpobdia-
ctoB-2 (FGFR?2), BcTpevatomieecs ¢ yactotoit 1 : 65 000-200 000
1 XapaKTepH3yIoIIeecst KpaHHOCHHOCTO30M, TOPOKAMH Pa3BUTHS
nuua 1 koneuHoctel. bonbable ¢ CA CTanKuBalOTCA ¢ TPYAHOCTS-
MU [IUTaHMs, OTEPEH CiryXa, MPOrpecCUpYIOIMM CHHOCTO30M KO-
cTell, 00HapyKMBAIOTCS CTPYKTYpHbIE aHOMAJIUH CEP/IIIa, MOYEIIo-
JIOBOH CHUCTEMBI, JKEITYIOYHO-KHIIETHOTO TPAKTA.

Onucanue knunudeckoeo ciydas. Jleouka H. or marepu 36
JIET C OTATOLIEHHBIM COMAaTHYECKUM M THHEKOJIOTHYECKUM aHaM-
HE30M, OT 1-i GepeMeHHOCTH, 1-X CpOYHBIX POAOB MyTEM oOrepa-
uu kecapesa cedenus B 40 Hen. [Ipu poxnennu macca tena 3105
T, ITrHa Tera 48 oM, oreHka o mkane Anrap 8/8. Ha cpoke recra-
un 11 vex mpu Y3 Obla BeIsSIBIIEHA CHHAAKTIITNS KUCTEH U CTOTL.
IMpu poxxaeHHN TMarHOCTHPOBaHa BPOXKIEHHASI THEBMOHHMS cTadu-
JIOKOKKOBOH 3THOJIOTHH. AHTHOAKTEpHAIbHAS TEPAIINS C TTOTIOXKHU-
TenbHbIM 3 dexTom. B Bozpacte 10 cyT xu3Hu peOEHOK NepeBeEH
B IO MIIBHBIN CTAIIIOHAD JJIsI OTIpE/IeNIeHHs JalbHEeHIIIei TaKTH-
ku BezeHus. [Ipi ocMOTpe BBISIBICHBI (PEHOTHITIYECKHE 0COOSHHO-
CTH: CHHOCTO3 KOPOHAPHBIX IIIBOB C JIBYX CTOPOH, Opaxunedanus,
TUIOIUIA3KS OPOUT 1 CpeHEeH TPETH JINIIa, 3araBIiast IepPeHOCHLIa,
KJTIOBOBH/IHBII HOC, MUKPOTHATHs, apKOBHIHOE HEOO, ITOJIHAS CHH-
JTaKTHIIUS] KUCTEN U cToIl. B HEeBponornyeckoM craryce: CHHIPOM
YTHETEHHUs!, OTCYTCTBHE (PUKCAIMU B30pa, IIPU3HAKU CHHAPOMA BSI-
JI0T0 peOEHKA: THIOTOHMS U runopediekcus. [pu HelipocoHorpa-
Gy BU3yaIM3UPOBAIH THJIATAHIO OOKOBBIX JKENYIOYKOB MO3ra.
Hapymenwnii opranoB ciyxa u 3peHus He BbIsiBIIeHO. Heonaramnn-
HBIH CKpUHUHT — 0e3 naroynorui. [Ipy moJHo3K30MHOM CEKBEHH-
POBAaHMY BBISBIECHBI MyTaluu B TeHe FGFR2, 4TO B COBOKYITHOCTH
¢ aHaMHe30M roATBepauiio uarno3 CA. Pe6EHOK BBIMCAH JOMOMA
11071 HaOJIIOIeHNE TIeJJuaTpa, HeBPOJIOra, OTOPUHOJIAPUHTOJIOTa, Ye-
JIFOCTHO-JILIEBOTO XUPYpra, HEWPOXUpypra no MecTy )KUTEJIbCTBA.

3axniouenue. HecmoTps Ha XapaktepHoe nopaxenue mpu CA
BCTPEYAIOTCS KIMHUYECKHE POSBICHNS TOJIBKO B BUAE Opaxuo-
nedanuu U MOJIHOM CUHAAKTUINY. 3a00J1eBaHNe HACTIEeoyeTCs [0
ayTOCOMHO-JJOMUHAHTHOMY THILy, OJHAKO MOTYT HaOIroaTbes
crienu(UIHbBIe TEHHBIE MYyTallM, BO3HHUKIINE de novo. Jlnar{os
CA MoxeT ObITh MOCTaBNIeH yxe Ha 11-i Henmene 6epeMEeHHOCTH
C TIOMOIIBIO TIPEHATANBHOTO YABTPa3BYKOBOTO ckprHHUHTa. CA B
HEOHATaIEHOM IEPUOJIE COIPOBOXKAAETCS] CHHAPOMOM BSUIOTO pe-
OEHKa 1 TpeOyeT AOMOTHUTEIILHBIX MEPONPUATHH. MK ANCIUILIN-
HapHBIN TOIX0 K yrpaBieHuto CA sBJISETCS ONTUMAIIbHBIM JUIS
JIOCTHIKEHUS aZIeKBATHOTO HEHPOIICUXUYECKOTO pa3BUTHs OOJIb-
HOTO U YJIy4IICHHs] Ka9eCTBa €ro KH3HU.

OCOBEHHOCTU ONATHOCTUKK OCTPOI'O
NMMM®OBNACTHOIO NENKO3A
B AMBYNIATOPHOW NPAKTUKE

CappueBa A.U., XamuaynuHa A.P.
Hay4Hbin pykoBogutens: npod. C.A. Bonruxa

KasaHckuin rocygapCTBEHHbIM MEOULIMHCKUIA YHUBEPCUTET
MuHsgpasa Poccumn, KasaHb, Poccus

Knrouesnie criosa: demu, ocmpbili numgobriacmHbil 11eliKos,
OuaeHocmuka

Axmyansrocms. Octpblii mumdodnactHblit eiiko3 (OJIJI) sB-
JSIETCS PACIPOCTPAaHEHHBIM 3JI0Ka4€CTBEHHBIM 3200JIEBAHUEM CH-
CTEeMBbI KPOBETBOPEHUS Yy JieTell B Bo3pacte 710 17 JeT 1 BcTpeyaer-
csl ¢ yactoToi 4 ciydas Ha 100 000 nerckoro HaceseHuUs.

Llenv: onpenenuth auarHocruyeckue ocooeHnocru OJIJT y
JeTet.

Mamepuanvl u memoowvt. O6caenoBaHbl 49 OONBHBIX ACTEH C
Brepsble BbisaBIeHHBIM OJIJI B Bo3pacte ot 1 roga o 17 ner ¢ uc-
MI0JIb30BaHUEM KIIMHUYECKUX, TAOOPAaTOPHO-MHCTPYMEHTAIBHBIX
W CTaTUCTUYECKUX METOJOB.

Pesynvmampi. YCTaHOBIICHO, UTO CPEHUIA BO3PACT MALlHEHTOB
Ha MOMEHT IocTaHoBKH auaraosa 6,0 + 3,9 roga. Cpennee Bpe-
Mst quarHoctuku OJIJI cocraBumio 42,4 nus (ot 3 mo 201 gHeid).
INepBuunbiMu xano6amu Bo3HukHoBeHust OJIJI B nebrore 3a60-
JIEBaHUS U MPH MOCTYIUIEHUH B CTallMOHAP OBUIM JIMXOpajKa —
69,4 1 53,1% (p < 0,05), cnabocrs — 40,8 1 51,02% (p < 0,05),
6oun B KocTsX M cycTaBax — 34,6 u 36,8%. IIpu nepBuunoM 06-
paleHu! B MONHMKIMHUKY U IIPU TOCIUTAIN3aLUH B CTAMOHAD
PErHCTPUPOBAIUCEH CIAEAYIOIMINE CHHIPOMBI: HHTOKCHUKAIOH-
HbIit — 71,4 1 51,02% (p < 0,05), anemuueckuii — 38,8 u 63,26%
(p <0,05); remopparuueckuit — 28,6 u 51,02% (p < 0,05); 60-
neBoit — 32,7 u 24,9%; runeprunactuaeckuii — 14,28 u 67,34%
(» <0,05). B obmem ananm3e KpOBH MPH IEPBUIHOM 0OpaIieHu!
B TOJMKJIMHMKY ¥ TIPU MIOCTYIUIEHUX B CTAllHOHAP OTMEYaJINCh
neiikonutos — 44,9 u 79,6% (ot 10,2 10 666,1 x 10%/1; p < 0,05);
tpomboruronienus — 73,5 u 85,7% (ot 9 mo 138 x 10%u;
p <0,05); anemus — 73,5 u 79,6% (ypoBeHb reMoryioonHa KoJje-
6ancst ot 37 o 110 r/n); numdonuntos — 28,6 u 32,7% (ot 5,1 1m0
33,3 x 10%n), neiikonenust 20,4 u 22,5% (0,62-3,5 x 10°/1), mo-
Beimenue COD — 32,7 u 48,0% (ot 18 mo 78 mm/g; p < 0,05),
6nactHele kneTku 16,4 u 51,02% (p < 0,05) (ot 2 mo 95%). Pas-
HOOOpa3ue Hecnenn(PUISCKUX KIMHUYECKUX CUMIITOMOB U CHH-
JPOMOB CIIOCOOCTBOBAJIO (POPMUPOBAHUIO OIIMOOYHBIX AUArHO30B.
IIpu sTOoM 22,4% manueHToB NepBOHAYAIEHO HAOTIONAINCH C JH-
arHo30M: OCTpas pecupaTopHas BupycHas nHpekuus, 10,2% —
mambanenonarus, 8,1% — TpoMOOIMTONIEHHUS HESICHOTO TeHe3a.

3axnouenue. Pannsis quarnoctuxa OJUJI y nereit npeacras-
JISIET ONPEAEIEHHBIC CIIOXKHOCTH B CBS3U C HAIMYMEM PaclpocTpa-
HEHHOTO KJIIMHUYECKOT0 NoIuMopu3Ma. Y TpeTr OOJIBHBIX C He-
Criel(pUISCKUMU CHMITOMAMH OTMEYaIach MO3IHSIS JUATHOCTHU-
ka 3a0oneBaHus. OHKOJIOTHMYeCKass HACTOPO)KEHHOCTh Bpadei Bcex
CIeHaTbHOCTENH ¢ KOMIUIEKCHBIM MOAXOAOM OLIEHKH COCTOSHHS
30POBbS AeTel MO3BOINUT YCKOPUThH TUArHOCTUYECKHUH MpoLecce
Y CBOCBPEMEHHO HauyaTh MAaTOr€HETUYECKYIO TePaITuIo.

k %k sk
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JIEYEHME VIHTPAMYPAHIv:HOVI FEMATOMbI
ABEHAOUATUMNEPCTHOWU KULLKKN

CawmbirnH C.A., CkaBbiw A.B.
Hay4Hbin pykoBogutens: goueHT M.U. AnpaneTsiH

MepBbIi MOCKOBCKMIA rOCYAapCTBEHHBIN MEANLIMHCKUI
yHuepcuteT umenn .M. Ceuernosa MuHsapasa Poccumn
(CeuveHoBckumn yHmBepcutet), Mocksa, Poccus

Knrouesnie criosa: knuHu4eckul criyqal, mpasma
dseHadyamurnepcmHoUl KUWKuU, duaeHOCMUKa, fiedeHue

Axmyanvnocms. YacToTa TpaBM JBEHAALATUIIEPCTHON KUII-
KU B CTPYKTYp€ BCEX TPaBM OpIOIMIHOM 1010cTU cocTaBisier 0,6—
5,0% cirygaeB. MBI IpeACTaBIsieM KIIMHUUECKHH CiTydail peOEHKa
C TIOCTTpaBMaTUYECKON MHTpaMypaJbHONH reMaToOMOW JBEHa/IIa-
TUIEPCTHOM KHUIIKH, KOTOpPas BbI3Baja BBICOKYIO YaCTUUHYIO KHU-
LIEYHYIO HEMPOXOAUMOCTD.

Onucanue xnunuuecxoeo cryuas. bonsnoit 1., 6 net, mocty-
i 7 ampeis, co CJIOB MaMbl 5 arpelist yIaj co CTojla Ha HOAJIOo-
KOTHMK JIMBaHa JKMBOTOM, IIOCJIE 3TOTO 2 JIHS HAXOIUJICS AoMa Oe3
KaJ100, 3aTeM COCTOSTHHE YXYIIIHIOCH, OblIa BEI3BaHa CKOpast Mo-
Moulb. Ha MOMEHT nocTyruieHus )KuBOT MATKUN, UMEETCsl Halpsi-
JKeHHe OPIOLIHON CTEHKHU U JIOKaNbHas 00J€3HEHHOCTh B IPaBOM
nozapebdepse. IIpu Y3U B npoeknuu 3—4 cerMeHTa Ie4eHn BU3ya-
m3upyercs 00bEMHOE 00pazoBaHue pazmepoM 56 X 41 x 46 MM ¢
POBHBIM YETKUM KOHTYPOM, CTEHKa 00pa30BaHUs HEPABHOMEPHO
yTommeHa ot 3 710 11 MM, comepkumMoe reTeporeHHoe, KPOBOTOK
HE BU3yalnu3upyercs. bblia BbIoIHEHa KOMIIbIOTEPHAs TOMOIpa-
¢ust opraHoB OPIOIIHOI MOMOCTH, KOTOPasi BBISIBUIIA aBAaCKYJISp-
HBII KUCTO3HBII 0Yar ¢ INIOTHBIM COAEPAKUMBIM B IaHKPEATOLYO-
JeHaIIbHOU 00JIaCTH LIEHTPAIbHOIO Me30racTpusl, KayJaabHee BO-
pot neuenu. [IpunsTo perrenne nudhepeHpoBarh reMaToMy 0e3
TIPU3HAKOB MPOJOJKAIOIIETOCS KPOBOTCUCHHUS, TYIUIMKATYPHYIO
KUCTY JIBEHAILIaTUIIEPCTHOM KMIIKH, ICEBIOKUCTY MOAKETY10Y-
Hoii xkene3sl. [Tpu ¢pubporactponyonenockonuu (PIJIC) ycranos-
JIEHO, 4TO NOCTIyKOBUYHBIN OTAEN AyoJeHYM Ae(hOPMUPOBaH 3a
cu€T caBlICHUS U3BHE 110 NPABOH HIKHEN CTEHKE, IPOCBET Ilie-
JIEBUTHOM (OPMBI, HE TIPOXOIMM IJIs armapara 6,0 MM. Beimomnae-
Ha JMarHOCTUYECKas JTaapOCKOIHA — B IPOEKIMU CaTbHUKOBOM
CYMKH BH3yaJM3UPOBaHO 00pa3oBaHue pa3mMepaMu 5 X 4 x 4 cMm ¢
JKHJIKOCTHBIM COJICP)KUMBIM TEMHO-0arpoBoro npera. CajibHUKO-
Basi CyMKa BCKPBITa, IIPOBE/ICHO BbIACICHHE 00pa30BaHusl, KOTO-
pO€ TECHO CBSI3aHO C HUCXOAAIIEH YacThlO ABEHAALATUIIEPCTHOM
xuiky. [Tpy BeIgeneHun 00pa3oBaHust BCKPBUIACh CTEHKA, MOJTY-
4yeHo 10 80 M1 TEMHO-0arpoBoit KpoBH, B3AT NOceB. B ¢Bsi3u ¢ He-
BO3MO)KHOCTBIO HCKITIOUUTD NEePHOPALMIO CTEHKU KHUIIKH IPUHS-
TO pelIeHre 0 NPOBECHUN KOHBepCcUH U ofHoMoMeHTHOH OITIC.
BbInonaHeHbl BepXHe-CpeJUHHAs JallapoTOMUsl, pEBU3US U CaHa-
1Sl IOJIOCTH T€MAaTOMBI, PACIIONAraroIascs B CEPO3HO-MbIILIEY-
HOM CJI0€ KUIIKK — repdopaiy He BhIsiBIeHo. Ha rucronoruto
oTnpanieH (parMeHT CePO3HO-MBIILIEYHOTO CJIOS CTEHKH KHIII-
KM, JaJbHEUIIIee MOCICONepalliOHHOE TeUeHUE 0€3 OCTIOKHEHUH.

3axmouenue. IlpencraBneHHbINH KIMHUYECKUH ClTydail HHTe-
PECEH PEAKOCTHIO OIUCAHHOM (POPMBI IATOIOTHUH, & TAKKE CIIOXK-
HOH NOCJIEI0BATENbHOCTBIO JUATHOCTUYECKUX MAHHUITYIISIIUM JU1s
OTpeesieHUs TOYHOTO JIHarHosa.

MINAOEHYECKASA ®OPMA BOJIE3HU
HAMAHHA-TIUKA

CapadpaHoBa E.[I.
HayuHbin pykoBoauTtens: poueHT O.B. Mno6a

MepBbit MOCKOBCKMIA rOCYAapPCTBEHHbIN MEAULIMHCKUIA
yHusepcuteT nmeHn N.M. Cevenosa MuHsgpasa Poccum
(CeyeHoBckui yHuBepcuTeT), Mockea, Poccus

Kniouesble criosa: knuHudeckud cryyqad, 1U30COMHbIe
6ores3Hu, 6osesHb HumaHHa—luka, Oua2Hocmuka, fie4eHue

Axmyanvnocme. bonesur Humanna—IlIuka, Tun C (HII-C) —
ophaHHOE HACIEACTBEHHOE ayTOCOMHO-PEIIECCHBHOE MYIBTH-
CHUCTEMHOE 3a00JIeBaHUE I'PYTIITBI JIM30COMHBIX 0OJe3Hel Hako-
TUIEHUSI, TIOATPYIIBI CPUHTOIUINA030B. DTHOIOTHS: MYTAIlMH
B reHax NPC1 (95% cmyqaeB) unu NPC2. Ins HII-C xapaktep-
HBI HEBPOJIOTHYECKHE TPOSIBICHHUS, TAKHE KaK INIa30[JBUTaTEIIb-
HBIE PACcCTPONCTBA, MOIKEUKOBBIE HAPYLICHUS, AUCTOHHUS, TU3ap-
TpHS, reJlacTHYeCKas KaTalyIeKCHsl U SIIISITHYECKUE TPUCTYIIBI,
a TaKkKe MCUXUATPUYECKHe HapYLIEHUS U MOpaKeHUe MapeHXu-
MaTo3HbIX OpraHoB. Pacnpocrpanénnocts 60nesnu 0,66—0,83 Ha
100 000 >kMBBIX HOBOPOXKAEHHBIX.

Onucanue knuHuyeckoeo cayuas. Jleouka H., 7 ner 7 mec.
W3 anamHe3a BBISIBICHO, 4TO peOEHOK OT 1-if OepeMeHHOCTH,
npoTekaBiiell Ha (hOHE yrpo3bl HEBBIHAIIMBAHUS, Y MaMbl ObLIH
ocTpsie pecriuparopHbie 3a6oneBanus B I u I Tpumectpax. Po-
6l B 39 He ¢ aMHUOTOMHEH M CTUMYJISIIIe okcutonnHoM. Ha
1-M roxy >ku3HH OBUTH JUAarHOCTHPOBAHBI IEPHHATAIBEHOE TTOpa-
YKCHUE LIEHTPAIBbHOW HEPBHOW CHCTEMBI U CHHAPOM JIBUTATEIIb-
HbIX HapymeHud. C 1 rona y 601bHOH OBLIIO BBISBICHO MOBBIIIIE-
HHE aKTHBHOCTH acliapTaTaMUHOTPaHC(epasbl, CIUICHOMET NS,
renaromeranus. B Bo3pacre 2 roma 10 Mec mocie ocTpoit pecnu-
paTopHOW BUPYCHON MH(EKINN OTMEUEHBI MIaTKOCTh ITOXOIKH,
TpeMop MOAOOPOAKA, HEUETKOCTh PEUr ¢ IOBTOPHBIMH 3IIH30-
JIaMH yXYIIIEHUS ¥ HETIOJIHBIM BOCCTAaHOBJICHHEM. Bbuin BBISB-
JIEHBI TAK)K€ MHTEHIMOHHBII TPEMOp, TUCMETPHUS, BEPTUKAIIb-
HBIN HaJIbAJICPHBIN O TaIbMOIIApE3, reacTUIecKas KaTarieKcus,
MOTIEPXHBAHUS, PETpecc MCUX0-PeYeBOro pa3BUTHs. [ eHeTHYe-
ckoe o0cieioBaHne ObLIO MPOBEICHO TOJBKO B BO3pacte 4 ro-
na 11 mec. [Ipu 3TOM ycTaHOBIEHBI 2 HYKJIEOTUIHBIX BapHaHTa
B reHe NPCI (chr18:23538609C>A, ¢.2974G>T, p.Gly992Trp u
chr18:23538609CCT>C, ¢.2972_2973delAG, p.GIn991fs). Bel-
craniieH quarHo3: bonesns Humanna—ITuka, Tum C. Ipu Y3U op-
TaHOB OPIOLTHOM IOJIOCTH ONpeeNieHbl Au(y3HbIe TapeHXUMa-
TO3HBIE N3MEHEHHS [IEIEHHU U MOYeK, CIIEHOMeTalus, Hedpomera-
nms. Hagara narorenernueckas cyocTpar-penyupyomas Tepamnus
— munitycrar 100 mr 3 pa3a B CyTKH € TIOJIOKUTEIbHON AUHAMHU-
KOH: yJTy4IlleHHe [IOTaHHs, yMEHbIICHHE YaCTOThI reJIaCTHYECKUX
MPUCTYIOB. DNUIENTHYECKUE (POKAIBHBIE TUIIOMOTOPHBIE TIPH-
CTYIBI C IPHCOETUHEHUEM MOTOPHOTO KOMIIOHEHTA, yJallleHUEM,
TpaHchopMamuei 10 OniaTepaabHO-CHHXPOHHBIX TOHHKO-KJIO-
HUYECKUX MPUCTYIOB KYIUPOBAIKMCH B OT/I€JIEHMH UHTEHCUBHOU
tepanuu. [IpoTHBOCYIOpOKHAS Teparus JIEBETUPALETAMOM U Jia-
MOTPHKUHOM CONPOBOXKAAJIACH TOJIOKUTEIBHON JTUHAMHUKOM.

3axnouenue. HII-C Obuta tuarHocTupoBaHa HECBOEBPEMEH-
HO BCJIEICTBHE HEJOCTATOYHOM OCBEOMIEHHOCTH Bpadei 00 op-
(haHHBIX 00IE3HIX U BO3MOXXHOCTSIX TEPAITUH, YTO IIPUBEJIO K WH-
BanuAM3aluK nanueHTa. Heo6xoquMo MOBBICUTH HACTOPOXKEH-
HOCTB Bpayei ¥ NMPH BBISBICHUU MTOPAKEHHSI HECKOJIBKUX CUCTEM
opraHoB, He3((PEKTUBHOCTH CTAHAAPTHON TEpanmuy HarpaBisTh
peOEHKA K FEHETUKY.
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OCOBEHHOCTU 3ABOJIEBAEMOCTU IPUMMOM
OETEN rOPOOA KA3AHM

CaxabetauHoBa K.H., Camurynnuua A.M.
HayuHbin pykoBoauTtens: B.A. CaxabetanHoB

KasaHckui rocyqapCTBEHHbIN MEOULMHCKUIA YHNBEPCUTET
MwuH3gpasa Poccuu, KasaHb, Poccus

Knouesbie criosa: demu, epun, duaeHOCMUKa, fiedeHue

Axmyanrbnocms. DNMAEeMUYecKasl BCIBIIIKA TPUTITIA CPEAN
JIETCKOTO W B3pPOCJOro HaceneHust ocenpio 2023 1. crana Bexy-
uiei (opMoii MaToJoruu cpeau 3a00JeBIINX OCTPOH pecrnupa-
TOPHOH BUPYCHOH MH(GEKIHEH, YTo AenaeT O4eBUIHON HeoOXo-
JIMMOCTh aHaJIM3a KIMHUKO-AIHIEMHOIOIHYECKUX 0COOCHHO-
cTeil AToM HpeKIuu.

Llenv: onpenenmuTbs 0COOCHHOCTH 3200JI€BAEMOCTH TPHUITIIOM
B 2023 1. cpenu neteit ropona Kazann.

Mamepuanst u memoowi. IIpoBeneHsl cOOp Kanod U aHaMHe-
3a, OCMOTp JAeTel, HHTepIpeTaIys Jab0opaTOpHbIX U MHCTPYMEH-
TaJbHBIX METOAOB JJUArHOCTUKH, aHAIN3 aMOyaTopHbIX KapT 210
nereit B Bo3pacte 6—16 net (menuana 11 ner), oOparuBmInxcs 3a
MEIUIMHCKOH MOMOIIBIO.

Pesynomamui. Cpenn obcnenoBansabix 6su10 109 (51,9%)
MmanbunkoB U 101 (48,1%) neBouka. OXBaT BakLHHALKEH IO TPHII-
my coctaBui 28,6%. Cpenu xanob 0co00 BbIJIEICHBI OBHILICHUE
temreparypsl Tena 10 39°C (100% ciyuaes), no 40°C (93%), cna-
6octh (100%), moreps anmeruta (73,2%), 601b B ropie (52,4%),
cyxoit kxamensb (33,3%), 1-2-kparnas psora (13,3%), punopest
(11,9%). Bricokast TemmepaTypa Tena y OOJBHBIX TSDKEIO KyITH-
poBajack nMpuéMoM mapareramoina/udynpodeHa B TepaneBTuIC-
CKHX J103aX, YMEHbILIANAChH 10 YJOBJIETBOPUTEIbHBIX 3HAUCHHH
JIMIIB IPU OHOBPEMEHHOM NpuéMe napareramoiia/udynpodena
co crazmonuTukamu u ootupanuem. [Ipu atom 158 (75,2%) Goinb-
HBIX 00paTuiKch Ha 1—2-1 JieHb, ocTanbHble — Ha 3—4-i 1eHb 00-
ne3nu. [Ipu ocMoTpe OOIBHBIX BBISBISUINCH OCTPHIN (GapuHIUT U
OCTpBIi TOH3MI0GapHHTUT, puHOodapunrut — B 100% ciydaes,
oCTpblii OpoHXUT — B 16,7%, ocTpslit Tpaxent — B 9,5%. Ilpu
IIPOBEJEHUN JKCIIpecc-TecTHpoBaHus Ha rpunn A u B, SARS-
CoV-2 B 4/5 ciy4aeB ObL1 ONpenesEH MOJ0KUTEIbHbIA pe3ynbTaT
Ha TPUNII A, Y OCTaNbHBIX OONBHBIX — Ha rpunn B. HazHauena
STUOTPONHAS Tepanus (rpUI(epoH U 0CENFTaMUBHP) B TEPAIIeB-
THUYECKHX 103aX, IaTOTeHeTHYecKas Tepanus Ha3Hadalach HHAU-
BuAyanbHO. [Ipu AMHAMHUYECKOM HAOMIONEHNUH 33 OOJIBHBIMU OT-
MEUEeHO, 4TO MPH Hadaje STHOTPOITHOTO JIeYeHus Ha 1-2-if eHb
GoJe3HHu o011ee COCTOSIHUE YIyqIIaoch Ha 2—3-i 1eHb 00JIe3HH,
IIPY HECBOEBPEMEHHOM Hayaje JiedeHus: — Ha 3—5-i eHb, CyXoi
Kaens coxpansuics 1o 14 nueit (7,1% cmydaes).

3axnouenue. JJOMUHUPYIOIIMM LITAMMOM BUpYyca IpH 00-
clefnoBaHUY OONIBHBIX AeTel sBisercs rpunn A. OcoO0eHHOCTD
Te4eHHst O0JIE3HN — JJTUTENbHBIN MEPHOJ] IMXOPAIKH CPOKOM 10
5 IHel W MPUCTYIBI CYyXOro Kauuisi cpokoM 1o 14 gueil. CBoes-
PEMEHHO HavaTasi STUOTPOIHAS TEPAIHS YCKOPSIET CPOKU PEKOH-
BaJICCIIEHINH OONBHBIX. [IpH MOATOTOBKE K CIIEIYIOMIEMY CE30HY
B)KHEHUIIINM BOIIPOCOM SIBJIAETCS BaKLMHALKS C OXBaTOM HE Me-
Hee 60% OT YMCIEHHOCTH HaCETIEeHUs.

%k %k sk

NMPOTUBOBOCIMNANUTENbHAA TEPAMNMUA 5
NOCNEONEPALMOHHOIO NEPUTOHUTA Y OETEN

Cupaenko H.A., NopuwHesa M.O., Cugopyk B.T.
HayuHbI pykoBoauTens: goueHT B.B. CoHoB

JlyraHckuii rocynapCTBeHHbIN MEQULIMHCKUI YHUBEPCUTET
umenn Ceatutens Jlyku, JlyraHck, Poccua

Knrouesnie criosa: demu, nepumoHum, duazHocmuka,
neyeHue, UHOoMemauyuH

Axmyanvrnocmuy. JleueHue IEPUTOHNUTA SIBIAETCS aKTyaIbHBIM
BOIIPOCOM, T.K. B IIOCTIEONEPALIMOHHOM HEPHOJE OH TKEIO MPO-
TEKaeT y JIeTel BceX BO3pacTHHIX rpymi. [IpoTuBoBOCIANUTEND-
Has Tepanus SBJISETCS 3HAYMMOM B KOMILIEKCHOM JICYCHUH TIepH-
TOHHTA JUIsl TPO(QHITaKTHKH (POPMHUPOBAHUSI CETICHCa U TIOIHOP-
TaHHOM HEI0OCTaTOUYHOCTH.

Llenv: onpenenuTs BINSHUE NPOTHBOBOCHAINTEILHOHN Te-
panuu B JICYCHUN D,eTeﬁ C MNCPUTOHUTOM B ITOCJICONIEPATUOHHOM
HepHoje.

Mamepuansl u memoowi. Ilpoonepuposano 15 nereit ¢ qua-
THO30M: OCTPBIH aleHIUIHT, FaHrPEHO3HO-TIepdopaTiHBHAs Gop-
Ma, Pa3IUTON THOWHO-(DUOPUHO3HBII MEpUTOHUT. Bo3pacT nereit
(6 neBouek u 9 manpunkoB) — 5—15 net. Bo Beex cimydasix orme-
qaJiaChb MO3AHAA JUAarHOCTUKA OCTPOTO arnrneHAuIuTa, BbI3BaHHasA
HECBOEBPEMEHHBIM O0paIleHneM OOJBHBIX, a TAK)KE CaMOCTOsI-
TEJIbHBIM JICYCHUEM B JIOMAIIHUX YCJIOBUAX. Bce manuenTs! Obl-
JIM ONIEPHPOBAHBI JIAMIAPOCKOMMYECKUM METOIOM ¢ tuddepeHnn-
POBaHHBIM ITOJXOIOM K MPOMBIBAHMIO OPIOIIHON MOJOCTH CMe-
Chl0 OeTaziHa U PU3UOIOTUYECKOTO PACTBOpPA B COOTHOILICHUH
1 : 5, mocraBieHsl ApeHaXU B MOANEYEHOYHOE IIPOCTPAHCTBO U
MOJIOCTh MAJIOTO Ta3a I0 MPaBOMY U JIEBOMY (hi1aHKaMm.

Pezynomamur. Y Bcex O0NBHBIX BO BpeMsl OIlepaliy onpese-
JSUTACH 3HAYUTEIBHBIN 00BhEM THOHHOTO CONEP)KUMOTO B OPIOII-
HOW TIOJIOCTH, PBIXJIBIA aNMeHIUKYIIPHBbIA HHQUIBTpAT, BhIpa-
JKCHHBIH TH(IUT, THOWHBIA OMEHTHT, Y YaCTH MAllMEHTOB OBbLIH
chopMHpOBaHbI MEKIETENbHBIC a0cuecchl. B mocneoneparyon-
HOM IIE€pUOIC B JOMIOJIHEHHE K aHTHOaKTepHalbHOM, HH(]Y3HOH-
HOI, 00e300J1BatOLIEeH Teparuy ¢ IePBOTo JHS MOCIe ONepaul
Hamy OBUTO HAa3HAYEHO NMPOTHBOBOCIAIUTENLHOE JIEUCHHE: CYI-
no3utopuii UHgoMeTaruH, KOTOPhIi OKa3bIBaeT MPOTHBOBOCIIA-
JUTENBHOE, aHAIBI€3UPYIOLIee, KapOIOHKAIOIIEe U aHTHarpe-
TraHTHOE JeiicTBUe. MexaHu3M JeiicTBHS 3TOro npemnapara CBs3aH
C MHrMOMPOBaHNUEM IIMKJIOOKCUTEHA3bI, YTO MPUBOJMT K YIHETeE-
HUIO CUHTE3a [IPOBOCIIAJIUTENIBHBIX IPOCTAHOUIOB U CIOCOOCTBY-
€T YMEHBIIEHUIO aKTHBHOCTH BOCIIAJIUTEILHOTO IPOIIecca B paH-
HEM IOCIIeoTepaliOHHOM Tieproze. Y netei B Bo3pacte a0 10 mer
npemnapar HazHayanu 1o 50 mr 1 pa3 B cytku N 7 moa npUKpbITH-
€M UHIMOMTOPOB MPOTOHHOro Hacoca (OMenpasoin B BO3PacTHOM
no3upoBke). Mcronb30BaHne Takol TaKTHUKH JICYEHUS! COMPOBO-
JK/1aJI0Ch BBIPA)KEHHOM ITOJIOKHUTENbHON JTUHAMUKOMN KaK KIMHU-
YeCKH, TaK | JJAOOpaTOPHO.

3akarouenue. BonbHBIE ¢ Pa3IUTHIM FHOMHBIM IEPUTOHUTOM
OCTaoTCs TOKENBIMU 1A JeueHus. [loaToMy cBoeBpeMeHHOE 00-
pall€Hue MalueHTa K Bpa1y, OlTUMaJibHas1 JUarHoCTHUKa 1 Jieue-
HHUE B JIOCTaTOYHOM OOBEME SBIISIOTCS KIIIOUEBBIMU (pakTopamu
JUISL CKOPEHILIEro BbI3I0OPOBICHUS OOJIbHBIX.
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9THNYECKME OCOBEHHOCTU MYKOBMCLIMOO3A

CumoHoB M.B.
Hay4Hbin pykoBogutens: npoc. O.U1. CumoHoBa

HaunoHanbHbI MEOUUVHCKMIA UCCNenoBaTeNbCKUA LIEHTP
3nopoBbs aetert Munsgpasa Poceun, Mocksa, Poccus

Knrouesnie criosa: demu, Mykosucyudos, duazHoCmuka,
amHuy4yeckue ocobeHHocmu

Axmyanvrocmoe. Yucno 60nbHBIX MykoBHcIUn030M (MB) B
YeueHnckoii Pecriybnuxe ¢ 2015 no 2021 r., o panssM Poccuiicko-
TO PErucTpa, yBeauuuiocs ¢ 24 no 61 nauuenra. ['eHo-peHorunu-
yeckre 0coOeHHOCTH TeueHHst MB y 3TuX GONBHBIX HE ONKCAHBbI.

Llenv: onpenennuTh KINHAYECKIE H TeHETHIECKHE 0COOCHHO-
cTH nanueHToB ¢ MB 13 yeueHckoro aTHoca.

Mamepuanvt u memoowi. O6cnenoBaHo 247 MAUSHTOB MYJb-
MoOHoJoru4Yeckoro otaeneHus 3a 2012-2024 rr. B Bo3pacrte ot 2
Mmec 110 17 net. Bee nabmonaBimecs 6onbHbIE ObUIN pacipeserne-
HBI Ha Ipynnbl: sxutenu Yeuenckoi PecnyOmuku — 72 manues-
ta, LlentpansHoro denepansaoro okpyra (©0O) — 124, FOxHo-
ro @O — 14, [IpuBomxkckoro @O — 12, Ypansckoro @O — 10,
HansreBoctounoro @O — 8, Cubupckoro PO — 7. ccneno-
BaHUE MakOopHbIX BapuanToB rena CFTR (Cystic Fibrosis Trans-
membrane conductance Regulator) mpoBouii ¢ HCIOIB30BaHU-
em [ILP c nocnenyrommm JIHK-cexBeHnpoBanuem.

Pezynomamei. Cpenn o0ciieoBaHHBIX OOJBHBIX U3 YedeH-
ckoit PecrryOnuku 40 manieHTOB UMEN OMaJUICIbHBIC MYTAIMH
no p.Y515*. Y 69 (95,8%) nmaunueHToB ObUI BBISBIEH NAaTOTCH-
HBIH amens p.Y515%, y 3 (4,2%) — OuasuienbHble MyTaluy MO
p.E92K. IlarorenHslii Bapuanrt p.F508del He ObL1 0OHApYyXKEH HU
y onHoro nanuenta. Cuaapom ncesno-baprrepa BoisiBiIeH y 51
(70,8%) manmenTa n3 YeueHckoil PecryOnuku, 4To CyIiecTBeH-
HO Yalle Mo CpaBHEHHMIO ¢ 001Ie rpynmoii 6onbHbIX (p < 0,001).
Cpenu neteit U3 Ye4eHCKOTo ATHOCA MaHKpeaTuyecKas HeZoCTa-
TOYHOCTH JIOCTOBEPHO Yallle BBIABISUIACH CPEAU MALUEHTOB, IO-
MO3UTOTHBIX 10 p. Y515 *, B cpaBHeHMU ¢ rerepo3uroramu. Tsoxé-
Jast CTeNeHb NaHKpPeaTHYeCKOM He0CTaTOYHOCTH Obliia onpese-
nena y 40 (55,6%) manueHToB, TOMO3HTOTHBIX 1O p.Y515%* (p <
0,001). OT™Me4eHa TEHICHIMS K CHU)KCHHIO YPOBHS TMaHKPEAaTH-
YECKO#1 3macTas3bl y OOJNBHBIX B OoJiee cTapiieM Bo3pacTe y rere-
po3urot 1o p. Y515* MeKkoHUEBBL UileyC pexxe BCTpeyalcs cpenu
MAlMEHTOB ¢ aTOTeHHBIM BapHaHTOM p.Y515%*, yeM cpenu nanu-
eHroB ¢ p.F508del (p < 0,001). Y 60nbHBIX JaHHOH IpyHITbl OpOH-
XO03KTa3bl JMarHOCTHPOBAIUCH JOCTOBEPHO PEXE, YEM Y MaIHEH-
TOB U3 ApYyrux peruoHos (p < 0,001).

3akarouenue. JleTH 4EUEHCKOTO THOCA UMEIOT HE TOJIBKO Ie-
HETUYECKHe, HO M KITMHUYeCcKre ocobeHHocT MB: panHee npo-
sBJIeHME 3a00JieBaHus B e0I0Te ¢ CUHPOMOM IiceBro-baprrepa,
TsDKENas maHKpearuyeckas HeOCTaTOYHOCTh, OTCYTCTBHE PECIIU-
paTopHBIX NPOSIBICHUN B paHHEM Bo3pacTe. 3HaHUs 0COOEHHO-
creit Teuennss MB y neTeil ueueHCKOTo 3THOCA BasKHBI HE TOJIBKO
JUISL IPaKTU4eCKOH paboThl, HO M I SKOHOMHUYECKUX PacuéToB
3aTpar Ha JICYEHHE U JIEKAPCTBEHHBIE CPEACTBA, 0COOCHHO B 3T10-
Xy TapreTHou Tepanuu MB.

NEYEHWE PEBEHKA C HEKPOTU3WUPYIOLLIUM
®ACLUMUTOM NP MUENOANCIINIACTUYECKOM
CUHOPOME

CkaBbiw A.B.

HayuHble pykoBoguTenu: kaHg. mea. HaykK
0.0. Naenoea, P.A. bapaHoB

MepBbit MOCKOBCKMIA rOCYAapPCTBEHHbIN MEAULIMHCKUIA
yHusepcuteT nmeHn N.M. CeveHosa MuHsgpasa Poccum
(CeyeHoBckuin YHuBepcuteT), Mocksa, Poccus

Kntoyesble criosa: knuHudeckuli criydad, 0emu,
muenoducrinacmu4yeckull CUHOPOM, JiedeHue

Axmyanvrocms. MUENOIUCIIIACTHYCCKHH CHHAPOM — 3TO
TpyIIa KJIOHAJIbHBIX 3200JI€BaHU1 CTBONIOBBIX KJIETOK, XapaKTe-
pU3yIoIIasics AUCIDIa3Heil SPUTPOLUTAPHOTO, JEHKOIMTAPHOTO,
TPOMOOIIMTAPHOTO POCTKOB U BEICOKHM PHCKOM TPaHC(HOpMaLUH
B OCTpbIii MUenouansli seiiko3 (OMJI). Cpenu neteii B Bo3pacte
OT poxJeHus 10 14 ner exxerogHas 3a0071€Ba€MOCTh COCTABIISIET
1,8 Ha | muH. HapymieHuss MUKPOIIMPKYJISIMA B KOXKE U3-32 TPOM-
0032 KOHIIEBBIX apTepHil IPU CUCTEMHOM 3a0oJieBaHNU Ha GoHe
BBIP2)KEHHON UTONIEHUH MOTYT MPUBECTH K HOPMUPOBAHHUIO 30H
HEeKpo3a ¢ AeheKTaMH KOKU U MATKHX TKaHeH.

Onucanue knunuuecxkozo caydas. Y nanuentku K., 16 ner,
nocne 61oka xumuorepanuu no nosoxy OMJI B o6nactu 60ib-
IIMX TOJIOBBIX Ty0 MOSBUIICS OYar TUIepeMud. B TuHaMuKe OTEK
HapacTall, IOSBUIINCh IMAHOTHYHBIA OTTEHOK, SBICHUS Malepa-
n. M3-3a 3aTpyIHEHHs CaMOCTOATETBHOTO MOYEHCITY CKAHUSI TT0-
TpeboBaack KaTreTepu3anusl MOIeBoro my3bIps. [o qaHHBIM TO-
CEeBOB U3 o4ara ObUTH BBIIBICHEI Escherichia coli n Pseudomonas
aeruginosa. HecMOTps1 Ha POBOJMMYIO CTUMYJISILIHIO TPAHYIIOLHU-
TOMO033a, IeperBaHue GOPMEHHBIX IEMEHTOB KPOBH, aHTHOAK-
TEPUATBHYIO U MECTHYIO TEPAIHIo, ObLUIO OTMEYECHO TOSIBJICHUE
YETKUX TPaHUI] HEKPO3a, KOTOPHIE eXKETHEBHO YBEIMUMBAINCH B
pa3mepax. OneparuBHOE BMEIIATEIBCTBO OBLIO HEOOXOAUMO, HE-
CMOTpS Ha HeCTaOMILHOCTh TeMoauHaMuKH. [1pu oneparyu cTpyn
ObLT yoanéH eqUHBIM OJIOKOM. YUHTHIBasi pa3Mepbl paHEBOTO Jie-
(hexTa OT KPLIbEB MOAB3/OIIHBIX KOCTEH, HAUTOOKOBOH 001acTH
C MEePEeX0IOM Ha IPOMEKHOCTH JI0 SITOAUYHBIX CKIIAJIOK, TIPEIIIO-
JlaraeMblii SKCCYIaTUBHBIN MPOIIecc, ObUIO MPUHATO PEIICHHE Be-
CTH paHy B YCJIOBHSAX OTPHLATEIHLHOIO AaBieHHs. [Ipy mepessi-
Kax HPOAOJKAIOUIETOCS HEKPOTU3HUPYIOIIETO Ipolecca Moaje-
JKaIUX TKaHeW He BBIABICHO. C LIENIBI0 COKPAIICHHUS pa3MepoB
nedexTa MpUMEeHsIICS METOI I03UPOBAHHOTO TKAHEBOTO pacTsKe-
HUSL, YTO ITO3BOJIHIIO 3aKPBITh YIACTKHU B MOAB3IONIHBIX M STOIIY-
HBIX oOnacTsx. C Henbio aJJeKBaTHOTO OTBEICHHMS KaJIOBBIX Macc
ObLTa BhIBeJCHA KotocToma. Ha 21-e CyTKH Mmociie HeKpIKTOMHUH
OBUIO BBHINOJHEHO 3aMEIlIeHHEe PaHEBOTO Ae(EKTa IPOMEKHOCTH
MOJHOCTIONHBIMU I1ep(OPUPOBAHHBIMY TPAHCILUIAHTATAMU C Iie-
pelHeil MOBEpXHOCTH MPaBoro Oejpa, IPIKUBICHHE YIOBICTBO-
purtensHOe. Yepes 2 Hel Mmocie CHATUS MIBOB ObLIO BBIMIOIHEHO
3aKphITHE KOJIOCTOMEL Yepes rox ¢ MOMEHTa KOXKHOH TIaCTHKH
MIOJTy4YeH YOBIECTBOPUTENBHBIA PE3yNbTaT: TPOHHUUECKHIE IPOSIB-
JICHUSI OTCYTCTBYIOT, (hPM3HOJIOTNYECKUE OTIPABICHHS CaMOCTOs-
TeJIbHbIE, COXPaHEH MOJIHBIN 00BEM ABM)KEHUH B HUKHUX KOHEU-
HOCTSIX, TAIUCHTKA ¥ POUTEIH YIOBICTBOPEHBI.

3axmouenue. Tlpu cUCTEMHOM 3a00JICBaHIH C BBIPAXKCHHOM
[IUTONICHNEH U HECTAOMIIBHBIM COMAaTHIECKIM CTaTyCOM BO3MOXK-
HO BBITIOJTHEHUE KOJKHOH TUIACTUKY MTPH JICYSHUH OOIIMPHBIX Jie-
(heKTOB KO)KHOTO TTOKPOBA.
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TYBEPKYNE3 NEPU®EPUYECKNX
NMM®ATUYECKUX Y3NOB Y PEBEHKA 11 NET

CmupHoBa A.l.
Hay4Hbin pykoBoguTtenb: npod. A.B. EpemeeBa

MepBbit MOCKOBCKMIA rOCY4apPCTBEHHbIN MEANLIMHCKAIA
yHuepcuteT numenn N.M. Cevenosa MuHsgpasa Poccumn
(CeyveHoBckui yHnBepcuteT), Mocksa, Poccus

Knouesnbie criosa: knuHu4eckul cryydad, my6epKynés,
duazHocmuka

AxmyanvHocms. B IpakTHYECKOH JIeATeIbHOCTH BpadyaM IpH-
XOJIUTCS CTAIKUABATHCS C CHHAPOMOM JInM(poaieHonaTiu. B cBsizn
C IMIMPOKHUM CIIEKTPOM STHOJIIOTUYECKUX (PaKTOPOB, CIIOCOOHBIX BBI-
3bIBaTh MOpaKeHNE TUM(ATHIECKON CHCTEMBI, HEOOXOINMO TIPO-
BEe/ICHNE KOMIUIEKCHOTO 00CIeIOBaHUS /ISl CBOEBPEMEHHOM I10-
CTaHOBKH JIMarHo3a W Hayaya Teparuu.

Onucanue knunuueckozo ciyyas. JleBouka, 11 jet, nocrynuna
B MH(PEKIIMOHHOE OTACICHHE C )KAI00aMH Ha JIByCTOPOHHEE YBe-
JIMUCHKE TOMUYETIOCTHBIX TnMparndeckux y3ios (JIY) 3abone-
BaHME MaHH(ECTHPOBAIIO C YBEIUUCHHUS MOAUETIOCTHBIX JIY 10 5
cM. B Tedenue 2 et orMevanuch peryuuBbl ¢ aHaIOTHYHON KIIU-
HHUYECKON KapTHHOM, KyTMPOBAJIKCh CAMOCTOATENbHO. B nanbHei-
1IeM OTpUlaTeNbHas JUHAMUKA B BHJIE YBeJIMUeHUs pa3Mepos JIVY,
J1ab0paTOPHO MOATBEPKICHO HHPHUIIMPOBAHHIE BUPYCOM DIIIITEH-
Ha—bapp, moy4ana npoTHBOBUPYCHYIO Teparuio 6e3 sddexra. Pe-
OEHOK MpOXKKBaeT Ha Tepputopun Poccun B Teuenue 2 net. [pu-
exana u3 [lakucrana, rie uMesnIa KOHTAaKT C JIOMIaAbMH, KOPOBa-
MH, KO3aMH, yIIOTpeOIsijia B MUILY HE IPOLIC/IIee TEPMHUUECKYIO
00paboTky Momnoko. Co ciI0B poanTeNel, BAKLMHUPOBaHA 110 BO3-
pacty. IIpu ocMotpe oGpariasno Ha ce0s BHIMaHHE YBEIUYCHUE
noquenrocTHEIX JIY 10 10 cm crpasa, o 4 cm ciea. JIY kameHu-
cThIe, 0€300JIe3HCHHBIE TIPH MabNanuK. JJabopaTopHO BBISBICHBI
JHK Bupyca Onmreitna—bapp, Bupyca npoctoro repreca 6 Tuna,
AHTUTEJIa K HUTOMETaJIOBUPYCY, TOKCOIJIa3ME B TUArHOCTUYCCKHU
3HAYMMBIX TUTpax. [1o TaHHBIM HHCTPYMEHTAJIBHBIX METOJIOB BbI-
SIBJICHBI IPU3HAKU JTUM(OHUTHON MeTarna3uu yBeJIndeHHbIX JIY
C OTCYTCTBHEM HOPMaJIbHOW AU PepeHIIPOBKH, UTO, BEPOSTHO,
COOTBETCTBYET NMPOSIBICHHUSM IIEHHOTO THMpaseHnTa HHPEKIH-
OHHOTO, BO3MOKHO, TyOSpKyIE3HOT0 TeHe3a. Takke onncaH Kajlb-
LIMHAT B HIDKHEH JoJ1e JIeBoro JErkoro. BriepBele ¢ MOMEHTa 1ie-
peesna 60IbHON POBeeHa TyOepKYIMHOAUArHOCTUKA, BBISIBICHA
runepepruyeckas peakius npod Manty u JluackuH-tecTta B BUIE
namynel 18 MM ¢ Be3ukyinamu. Ha ocHOBaHMH MOyYEeHHBIX JaH-
HBIX peOEHOK mepeBenéH B LeHTp (rusnomynsMoHonoruy. [loa-
TBEp)KAEH nuarHos: Tyoepkynés nepudepuyeckux JIY. [lepBuu-
HBII TyOepKyné3nblii koMmIuieke S8 mpasoro nérkoro. IIposenén
KypC XMMHOTEPAITUH C TIOJIOKHUTEIBHON JUHAMHUKOM.

3axntouenue. IpuBen€HHBIN KIMHUYECKUN puMep Hoa4Ep-
KHBaeT 3HAYMMOCTh KOMILIEKCHOTO 00ciIenoBaHus peO&HKa pH
MIO/I03pEeHNH Ha cuHIpoM tuMpoaaeHonaruy. [Ipu pa3BuTan qaH-
HOH NaTOJIOTHH y MTAIIMEHTOB U3 COLMAIBHBIX TPYIII PUCKA I10 TY-
Oepkyné3y HeoOXonUMbI 003aTeIbHOE IPOBEJCHUE TYOCpKYIIU-
HOJMAarHOCTHKH U UJCHTU(PHUKALNS BO3OYUTEIIS.

COBPEMEHHBbIE CMMOCOBbI KOPPEKLIUA
MUKPOBUOTbI KULUEYHUKA Y OETEW

CokonoBa E.B., 3ybkosa A.B.

HayuHble pykoBoautenu: npod. U. CMupHoBa,
npod. A.A. KopcyHckum

MepBbIi MOCKOBCKMIA rOCYAapCTBEHHBIN MEANLIMHCKUIA
yHusepcuteT umenn .M. CeueHosa MuHsgpasa Poccumn
(CeuveHoBckum yHmuBepcutet), Mocksa, Poccust

Knrouesnie criosa: demu, Mukpobuoma Kuule4yHuUKa, crnocobbl
Koppekyuu

Axmyanvnocme. KonndecTBEHHBIN COCTaB U KAYECTBEHHOE CO-
CTOSTHHE MUKPOOUOTHI KUIIIEYHUKA Y JIeTel H3MEHSIOTCSI TIO]] BIIU-
SIHIEM BHYTPEHHHX (paKTOPOB, TAKHX KaK 310POBbE MaTepH, Ha-
CIIEZICTBEHHAS OTATOLIEHHOCTD, CIIOCO0 POIOpa3peLIeH s, BCKAPM-
nuBaHME peOEHKA HA 1-M rofy >KM3HU M M3MEHEHHs palHoHa
MUTaHKsL, a TAKKE MO/ ICHCTBUEM BHEUIHUX (PaKTOPOB OKPYKato-
IIeH CpeIbl, Pa3IMYHBIX COMYTCTBYIONIMX 3a00JICBaHU, TUTETb-
HOTO HCIOJIb30BaHHMs JICKAPCTBEHHBIX CPEICTB U JIp. YKa3aHHbIC
(aKTOpBI MOTYT BIHATH KaK MOJIOKUTETBHO, TaK U OTPULATEIEHO
Ha Ka4e€CTBCHHBIN M KOJIMYSCTBEHHBII OallaHC KUIIEYHOH MUKPO-
OHOTBI, YTO MOXKET MOTPEOOBATH €€ KOPPEKIIUH.

Lenv: onpenenuts 3 PEKTHBHBIC CIIOCOOBI KOPPEKLIUU MH-
KPOOMOTHI KHIIICUHHKA Y ISTeH [T ONTUMHU3AINY € KaueCTBEH-
HOTO U KOJIMYECTBEHHOTO COCTAaBa.

Mamepuanwt u memoovl. B HanieM 0030pe MBI HCTIOIb30BaIN
6a3sl nanubix: PubMed, PUHII, Google Scholar.

Pezynomamei. CyniecTByeT MHOXKECTBO pabodnx crocoOoB
KOPPEKLUH KUIIEYHONH MUKPOOHOTEI, HAIpUMED, TUTAHUE MOXKET
3HAYUTENBHO M3MEHSITh COCTAB MHUKPOOPTaHU3MOB B KHIIICUHU-
Ke, TaK, y IPHBEPIKEHIIEB 3aMaJHON TUETHl B HOMYJSIIUH KAIIeY-
HOW MHUKPOOHOTHI YMEHbIIIEHA YHCICHHOCTD Bifidobacterium n
Lactobacillus, a uucno Enterobacterales yBenn4deHo, Toraa Kak
IPH CPeIU3EMHOMOPCKOH AneTe oTMedaeTcs Oosiee BHICOKas YHC-
neHHocts Bifidobacterium, Lactobacillus v Bacteroidetes. Tpu He-
JOCTaTKe MOJIC3HBIX MUKPOOPTaHU3MOB TIPHUMEHSIOTCSI IPOOUOTH-
KM, IPEONOTUKY WM UX coueTaHue (cuHOMoTHku). JlanHble npe-
raparsl IpH TTOTaJaHAY B IHIIEBAPUTENBHYIO CHCTEMY peOEHKa
B JOCTaTOYHOM KOJIMYECTBE COXPAHSIOT CBOIO aKTUBHOCTB, JKH3-
HEeCIOCOOHOCTh U OKa3bIBAIOT MONOXKHUTEIBHOE BIMSHIE Ha BOC-
CTAHOBJIEHHE HOPMaJIbHON MUKPOOHOTEL, @ UMEHHO CIIOCOOCTBY-
FOT CEKPEIMU aHTHOAKTEPUATIBHBIX BEIECTB U MOJABICHUIO POCTA
MIATOTeHHBIX U YCIIOBHO-IIATOTEHHBIX OaKTEPHIl; YCHICHUIO dITUTE-
JIMATBHON MIPOAYKIMH MYIIHHA M KUIIEYHOH OapbepHOH QyHKINH;
MOBBIIEHHIO JIOKAIFHOTO M 00IIeTo HMMYHHOTO oTBeTa. [Iprme-
HEHHE aHTHOMOTHUKOB I10 TTOKa3aHUAM 00eciednBaeT He0OOXOAUMOe
YMEHBIICHUE YHCJIa TaTOTCHHBIX MUKPOOPTraHU3MOB. OZ[HI/IM u3
CaMBIX MEPCIEKTUBHBIX CITOCOOOB KOPPEKIIMU MUKPOOHOTHI KH-
[IEYHHKA Y JeTeH ABISETCS TpaHCIUIAaHTAIHs (peKaIbHOW MHKPO-
OnoTHl. B mocienHue ropl TpaHCIDIAHTAIMIO (peKAITbHOH MHKPO-
OHMOTBI pACCMATPHUBAIOT KaK MOTCHIUAIBHBIN METO 3P PEKTUBHO-
TO JICYCHHUS BOCTIAIUTENbHBIX 3a00I€BaHUI KUIIEIHUKA, Ay TH3Ma
1 MeTabO0JIMYECKOTO CHHAPOMA, TAHHBIA METO/ TPUMEHSIETCS IS
nedenus peuuausupytommeil undexuuu Clostridioides difficile.

3axniouenue. CoBpeMEHHBIE CIIOCOOBI KOPPEKIINK HAPYILICHHI
KUIIEYHON MUKPOOUOTHI 04€Hb Pa3HOOOPa3HbL, U IPH HX IIPABHITb-
HOM COYETaHUU MOXKHO JIOOUThCS 3PPEKTHBHOTO JICUCHUSI pa3Iny-
HBIX ()OPM IIaTONOTHH Y ACTEH.
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OCOBEHHOCTU AU DEPEHLIMATIBHOW
ANATHOCTUKN CUHOPOMA KPY3OHA
C YEPHbIM AKAHTO30M

CokonoBa M.A., Xoxnosa A.ll.

HayuHble pykoBoguTtenu: aoueHT E.A. CapkucsiH,
poueHT J1.[1. BopoHa

Poccuricknin HaumoHanbHbIN UccreaoBaTenbCKUi
MeauLUHCKUA yHuBepceuTeT nmenn H.A. MNMuporosa
Mwun3zgpasa Poccun, Mockea, Poccus

Knrouesbie criosa: knuHu4eckuli criydat, demu, nNopoKu
passumusi, QuazHocmMuKa

Axmyanvrocms. Cunapom Kpysona (CK) ¢ ué€pHbiM akaHTO-
30M (UA) — CHHIPOMAITBHBIN HACJIENCTBEHHBIN KPaHHOCHHOCTO3,
CONPOBOXKIAOIINICS Ie(OpMAITSIMI MO3TOBOTO U JIMLIEBOTO Ye-
pema U XapakTepu3yIomuiics JONOMHUTENbHEIM HAIMUYHEM KOX-
HBIX aHoManuii: YA, aHOMalIbHOW JAepMaTOTTU(GHUKON MabICB.
Hacnenyercs nanubiii Bapuant CK no ayTocOMHO-TOMHUHAHTHO-
My THITy, BEI3BIBA€TCSL MyTallMel B TeHE perenTopa (axkropa po-
cta pubpobnacroB FGFR3.

Onucanue knunuyeckoeo cayuas. JleBouka Y. OT MaTepH ¢ He-
OTATOLIEHHBIM COMAaTHYECKHM aHaMHe30M. Ha cpoke recrammun
27 Hex ObUT TUArHOCTHUPOBAaH KPAaHHMOCHMHOCTO3. PeOEHOK oT 1-x
CBOEBPEMEHHBIX CaMOIIPOU3BOJILHBIX PO0B Ha 40-i1 Henene recra-
uu. IIpu poxxaenun Macca tena 3250 1, anuHa tena 51 cM, OKpyx-
HOCTB TOJIOBBI 35 CM, OKPY>KHOCTB TpyIH 32 CM, OI[CHKA T10 IIIKaje
Anrap 7/8 6amnos. [Ipu poxaeHHN TPUCYTCTBOBAIH HapacTaro-
IIMe MPU3HAKU ABIXaTeNbHBIX paccTporcTB. [Ipu HelipocoHorpa-
¢un (HCT') Ob110 BBISBICHO HATMYUE CHHOCTO3a JIAaMOIOBHTHBIX
U KOPOHAPHBIX LIBOB (akpouedanus). B Bozpacte 3 cyT *u3HU ¢
MIpeIBAPUTEIBHBIM IUATHO30M «cHHIpoM Kpy3oHay GonbHas ObI-
JIa TOCITUTATU3UPOBaHa B OTACICHUE PeaHMMAIINH 1 NHTCHCHBHOM
Teparuy HOBOPOXKAEHHBIX. [IpH MOCTYIIIEHUH TPHCYTCTBOBAIIH
MIPU3HAKH CHHIPOMA YTHETEHUs, HapyIIeHHs] MBIIIEYHOTO TOHY-
ca, BpOX/IEHHBIE TIOPOKU PA3BUTHUS: aKpoliedaus, SK30PTaabM,
runepTeIoOpusM, IuInoIjiasus Cpe}lHCﬁ YJacTu JiMia, aHoMaJlbHas
nepmaroruduka. [To nanapiM HCT oTMevanach Aunaranus rme-
PEIHUX POTOB OOKOBBIX XKEITYIOYKOB TOJOBHOTO MO3ra. BombHO
OBLTH TIPOBEICHBI IBYCTOPOHHSS JIMHEHHAS KPAHUOTOMHS U Te-
MEHHO-3aThIIOYHAas KpaHHOocHHOCTO39KToMusL. [1o manueiv HCT
HIOCJIE OTIEPAaTUBHOTO JEUEHUSI OTMEYATIOCh YMECHBILICHUE AMJIaTa-
LIMH TIEPETHUX POTOB OOKOBBIX XKENYJ0YKOB Mo3ra. CHHIpOMaIIb-
HBIH XapakTep KpaHHOCHHOCTO03a MOJTBEPANIIO MOJICKYISPHO-Te-
HETHYECKOe HccienoBanue: B 9-M sk30He reHa FGFR3 Gblia 00-
HapyKeHa naroreHHas MyTtanus, xapakreptas st CK ¢ UA. Ipu
BEINTUCKE OOJIBHON OTMEYAHCh YAy4lIeHHe MBIIIEYHOTO TOHYCa,
HapacTaHue OOIIeH ABUraTebHOW M AYMOIMOHAILHONW aKTHBHO-
ctu. PexomenioBaHO HabOMOEHNE IIEIUATPa, HEBPOJIOTa, OTOPU-
HOJIAPHHTOJIOTA, YEJIIOCTHO-JTUIIEBOTO XUPYypra, HeHpoxupypra.

3axniouenue. Heknaccuyeckoe TeueHne 3a00JICBaHUS, M-
JFOCTPUPYEMOE TAaHHBIM KIMHUIECKIM ITPUMEPOM: aKpomehaus
(BMecTo yacTo BcTpevaronieiics Opaxuiedanun), orcyrcTere YA
HPUBOIUT K BOSHUKHOBEHHIO TPYAHOCTEH B TOCTAHOBKE IUArHO-
3a. OKOHYAaTEeNNbHAs IMarHOCTHKA BO3MOXKHA TOJIBKO MPH BBISBIIC-
HUH COOTBETCTBYIOLIMX MYyTaIWi, T.K. aHOMAJIbHAsI JICPMATOTITH-
(1Ka MOXET CTaTh €IMHCTBEHHBIM MPOSBICHUEM N3MEHEHHUS KOXK-
HbIX TokpoBoB pu CK ¢ YA.

KPOBOTEYEHUE U3 HOCA KAK NPOABIEHUE
FEMO®UITNU Y PEBEHKA

CyntaHoB U.C., Yanoga 10.[1., OwkoBa O.A.
HayuHbin pykoBoauTtens: [1.B. EpemuoB

O6nacTHas getckas knMHuveckas 6onbHuUa, Bnagumup,
Poccus

Knrouesnbie criosa: KnuHu4eckul cryyadl, Hocoable
KposomeyeHusi, koazynonamuu, duagHoCmuka

Axmyansnocms. HocoBble KpOBOTE€UEHHS B IETCKON MPAKTHUKE
BCTPEYAIOTCA 4acTO, KaK IIPAaBUIIO, KYIHPYIOTCsI OBICTPO U CaMo-
CTOSITEJIHO, HO OOMJIbHBIE HOCOBBIE KPOBOTEUEHUSI, KOTOPBIE Tpe-
OyIOT CepbE3HBIX BMEIIATENIbCTB, JOJDKHBI HACTOPAXXUBATh Bpaya.
[MpuauHaMu KpOBOTEUSHHU U3 HOCA MOTYT OBITh KaK CHCTEMHEIE
3aboneBaHus (KOaryJaonaTHH, OHKOTeMaToJIorndeckre 3aboneBa-
HUS, TeHeTHYEeCKHe O0JIC3HH, apTepHabHas THIIEPTEH3Hs, IPUEM
HEKOTOPBIX IPEeNapaToB), TaK M JIOKAIbHbIC U3MEHEHUs (TpaBMa
HOCA, OXKOTH U aTpodusi CITM3UCTON HOCA, HEKOTOpBIE (POPMBI pH-
HUTOB, HCIIOJIb30BaHNE HA3AJIbHBIX Karelnb). Takum o6pa3zoM, oz
MAacKoi HOCOBBIX KPOBOTEUESHHUI MOTYT CKPBIBAThCS TSDKEIBIE KOa-
ryJIoNaTiH, Tpedyromue 00s3aTeIbHOI 3aMECTUTEILHON Tepamyy.

Onucanue xaunuueckozo cayyas. Mansauk A., 9 1et, ponus-
muiica B Y30ekucrane, oOpaTwics B IPUEMHOE OT/ECTICHUE BMe-
CTe C POAUTEISIMU C XKajlo0aMU Ha KpoBOTedeHue u3 Hoca. U3
aHaMHe3a U3BECTHO, YTO OKOJIO Toja Ha3aJ peOEHOK Imepeexall B
Poccuto. C nercTBa 6eCrOKOST HOCOBBIE KPOBOTEUESHHS, KOTOPBIE
KyIHPOBAIUCH caMocTosTesbHO. Co CIIOB poauTelel, y peOGEHka
MOSIBIISIFOTCS] SKXUMO3BI IIPH HE3HAYUTENBHBIX TPaBMax, 4TO TaK-
K€ BCTpeYaeTcsl y pOICTBEHHUKOB 10 MaTepuHCKon nuHuM. Ho-
COBOE KPOBOTEUEHUE B MOMEHT 00palieHus 00MIbHOE, CAMOCTO-
STEJBHO HE OCTAaHABIMBAJIOCH, 3a MEIUIIMHCKOM OMOIIBIO 00pa-
THITUCH BIIepBhIe. JIOKaNBHBII CTaTyc: HOCOBOE KPOBOTEUECHHE H3
00enx MOJOBHH MOJIOCTH HOCA, UCTOYHHK KPOBOTEUEHHMS HE BU3Y-
ANU3UPyeTCsi, OOUIFHOE CTEKaHUE KPOBH I10 3a{HEH CTEHKE IJIOT-
ku. PeOEHKy BBINIONHEHA MEpeiHssl TaMIIOHA[a MOJIOCTH Hoca ¢
JIByX CTOPOH, Ha3HAu€HBI T€MOCTATUYECKasl Teparus, aHaJIu3bl
KpoBU. B o0miem ananuse KpoBH ObLIO BBISBICHO YMEHBIICHUE
gucita TpombormTos (125 x 10°/11), B KoaryimorpaMme — THITOKO-
arymsnust. PeOEHOK 0CMOTpeH TeMaToIoroM, mocie JOTOIHUTEIb-
HOTO 00CIeIoBaHus ycTaHoBIeH nquarHo3: ne¢uuut VIII dakro-
pa cBeprhiBaHMs (TeMopuus A).

3axmoyenue. OCOOEHHOCTBIO KIMHIUYECKOTO TeUEHUS 60JIe3-
HU y peOEHKa SIBISETCA TO, YTO TeMO(pMINS K JaHHOMY BO3pacTy
He TIPOSIBIIIACH B BUJIE KPOBOM3IIHSHHUI B CyCTaBbI M MBILILIBI, YTO
XapaKTEePHO MPH OTCYTCTBUH 3aMECTUTENBHOH Tepanuu. [Ipusie-
YeHHE CIICIMANNCTOB MO3BOISAET YCTAHOBUTH MPUYUHY HOCOBO-
ro KPOBOTECYCHHUS M HAYaTh 3aMECTUTENILHYIO TEPAINUI0 OCHOBHO-
ro 3a001eBaHus.

* %k ok
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CWHAPOM HOBOPOXOEHHOIO OT MATEPU
C FrECTAUMOHHbIM ANABETOM

TemupuwukoB C.0., AngaH B.B.
HayuHbin pykoBoauTtens: goueHT C.T. KusaroBa

MeaunumHckuii yHmBepeuTeT Kaparangpl, KaparaHaa,
Pecny6bnuka KasaxcrtaH

Knouesbie criosa: knuHu4eckul criyqali, HO80POXOEHHbIE,
MaKpocoMmusi, ghakmophb! pucka

Axmyansnocms. C yBenmu4eHHEM PacpOCTPaHEHHOCTH ca-
xapHoro nuabera (CJ]) yBenn4uaoch U 4HUCIIO ClTy4aeB recTaiu-
onnoro CJI (I'C/I), uro cBsi3aHO C BBICOKOW pacnpOCTpaHEHHO-
CTBIO OXKHPEHHS 1 M30BITOYHON Macchl Tenia B Mupe. Kaxprii ron
MOXKET poxxaarsest 10 150 Teic. meTeit oT marepeit ¢ muabeToM.

Onucanue kaunuueckozo cayyas. Manwsauk I1., ot 3-it Gepe-
MEHHOCTH, 3-X ONEpaTUBHBIX POAOB B cpoke 39 Hen. + 2 AHS OT
JKCHIIMHBI 29 Jet, Ha y4ére o 6epemeHHocTH ¢ 6 Hen. [Ipenrpa-
BUJIApHYIO MIOATOTOBKY He npoxonuna. Munexe macces Tena (MMT)
IIPY OCTaHOBKe Ha y4yeT — 41. JlaHHas 0epeMEeHHOCTb MpOTeKa-
na Ha oHe CyOKIMHUYIECKOTO THIIOTHPE03a, OKUPEHHUS 3 cTere-
uu (UMT 43.9). luarHo3 marepu: Pyoer na matke (2). T'C/. 'u-
nepuHcynuHu3M. [lnon rurant. [lpu poxxnenun macca Tena pe-
6énxa 6080 r, nuHa Tena 60 cM, OKPYKHOCTb I'OJIOBBI 38 CM,
OKPY>XKHOCTb Ipynu 40 cM, oLieHKa 1o 1mkane Anrap 8/9 6anios.
CocTosiHHE IIPU POXKICHUH YIIOBIETBOPUTEIILHOE. 3aKpHyall Cpasy.
CamouyBcTBHe He HapynreHo. Kpuk rpomkwuii. [To3a ¢nexcun. To-
HYC MBIIII YJIOBJIETBOPUTENLHBIH. [010Ba OKpyI0it ()OPMBI, IIBBI
3aKkpbIThL. bonbmoit pogamuoxk 1,0 x 1,0 cm. Koctu uepena miot-
Hele. [ToakoxHas )KUpoBas KJIeT4aTka pa3BuTa M30BITOYHO, pac-
npeziesieHa paBHOMepHO. Ha ocMotp pearupyet ajexkBaTHo. Tem-
neparypa tena B Hopme. K rpyau mpunoxeH depe3 50 MuH moce
poxaenus. Caxap KpoBH 4epe3 2 4 1ocie poxkKICHUS 3,8 MMOJIB/JT
(Hopma). BeicraBnen kinHU4eckuid quarao3: CHHAPOM HOBOPO-
xnéuHoro ot matepu ¢ I'C. [y HaOnroneHus 1 00caeJ0BaHHs
PpeOEHOK TOCTUTAIM3UPOBAH B OT/ENICHHUE MMaToNIoruu. B auHamu-
K€ COCTOSIHUE YIIOBJIETBOpUTENbHOE. Ha cMerianHOM BCKapMIIu-
BaHUU: TPYAb MaTepu + JOKOPM cMecbio « HyTpriioH», yauThIBas
HEJOCTATOYHYIO JaKTAlHUIO y MaTepH, ycBanBaeT. COMaTH4eCKUi
Y HEBPOJIOTMYECKHI CTaTyCchl 0e3 ocodenHocTei. CTyn u quypes
B HOpMe. [IpuBuT o miany. Beimucan 1omoit Ha 6-i I1€Hb XU3-
HU 1011 HAaOMIOICHUE YYaCTKOBOTO Bpaya. Macca TeJa MpH BbIIHU-
cke: 5516 1 (-564,0 r ¢ poxxaenus). MakcumasbHas IOTepsi Mac-
chblI Tela coctaBmiia 9,2%.

3axmouenue. I'CJl acconuupyercsi ¢ NOBBIIIEHHBIM PHCKOM
MOPUOHANBHBIX, (heTaTbHBIX M HEOHATAIBHBIX OCIIOKHEHHH, a 9TO
3HAuUT, 4To et oT Marepei ¢ ['C/] umeror Oosee BBICOKHI pUCK
3200JIeBAEMOCTH U CMEPTHOCTH TI0 CPABHEHUIO C IETBMH OT Mate-
peii, He crpanaromux C/I. ITosToMy nxX BeneHHe TOJKHO Iperyc-
MaTpUBaTh META0OINIECKUI MOHUTOPHHT C U3MEPEHHUEM YPOBHS
DJTIOKO3BI B KPOBHU H YIIBTPa3BYKOBBIM KOHTPOJIEM.

CNOCOBbI IEYEHUA THOWHBLIX PAH Y OETEN

TuwkuH I.B., CtenanyeHko A.0.

Hay4HbI pykoBoguUTeNb: OOKTOP MeA. HayK
E.10. lbsikoHOBa

MockoBCKMIA rocygapCTBEHHBIA YHUBEPCUTET NMEHN
M.B. IlomoHocoBa, Mocksa, Poccus

Knrouesnie criosa: 0630p, demu, 2HOUHbIE paHbl, Crlocobbl
duazHOCmMuUKU, MemoOb! fie4eHusi

AxmyansrHocms. THOWMHO-BOCTIAUTENILHBIC 3a00JI€BaHUS MST-
KHX TKaHel — aKTyalibHast poliiemMa JeTCKON XUpypruu. Beico-
KU pUCK OCIIO)KHEHHH 1 ObIcTpoe (JOpMUPOBaHNE aHTUOMOTHKO-
PE3UCTEHTHOCTH B MTOMYJIALUK TPEOYIOT HOBBIX IOJXO/I0B K Jieye-
HUIO THOWHBIX PaH Yy AETeH.

Llenv pabompi: ONIpeAeNUTh BEAyIUe HAPaBICHUS JICUSHUS
THOHHO-BOCHAIMTEBHBIX 3200JICBAaHUHN Y ICTCH.

Mamepuanst u memoowi. B HaieM 00630pe MbI HCIIOB30BAIIH
6a3bl nanubix: PUHII, PubMed, Google Scholar.

Pezynomamul. B cOBpeMEHHON 1ETCKOM XUPYPIUU MPEATIOKEH
Psi1 HOBBIX METOZIOB Tepanuu THOWHBIX paH (I'P), MHOTHE U3 HUX
3¢ GEeKTUBHBI ITPH Pa3HbIX (POPMAx THOWHON XUPYpPrHUYECKOM Ma-
TOJIOTUH Yy IeTel. B 3TOT KOMILIEKC clieyeT BKIIOYUTh UCIIOb30-
BAaHUEC KJIICTOYHBIX U 6€CKJ'I€TO‘1HI>IX MaTpUKCOB, IMOJIUMEPHBIC 't~
JIpOTeJIeBbIE MOKPHITUS, THAPOXUPYPTrUUIECKHE TEXHOJIOTHH, Ba-
KyyM-TEpaInuio, runepoapruyecKyto OKCUT€HAIHI0, 030HOTEPAIIUIO,
SH3UMOTEPAIHIO, TPUMEHEHHE JIUIOCOMAIbHBIX PACTBOPOB aHTHU-
OMOTHKOB. YCTAaHOBJIEHO, UTO OECKIECTOYHBIN M KIIETOYHEIN KOXK-
HBIH MaTPUKChI MOTYT CTUMYJHPOBAThH 3aKUBJICHUE KOXKU. DTU
cpeactBa 3GGEKTUBHBI IS JICYSHHUS ITTUTEIBHO HE3a)KUBAIOIINX
I'P u oxoroB. ['maporeneBbie MOKPHITUS CHUKAIOT OaKTepHallb-
HYI0 00CEMEHEHHOCTD TKaHEH, CTUMYJIUPYIOT PEreHepanuio u 3¢-
(EeKTUBHBI TIPH JICYSHUH JUTUTEIHHO HE3a)KUBAIOLINX, MOBTOPHO
MHOQUIIMPOBAHHBIX PaH M OXKOTroB. BakyyM-Tepamnust Xoporo 3a-
peKoMeHIoBaia celsl B JICYCHUH CIIOKHBIX, B ToM uncie ['P. Mc-
MOJIB30BAaHHUE ITOTO METOJA MO3BOJIACT 3HAYUTEIILHO YMEHBIIUTD
YHCJIO MEPEBSI30K, YBEIMUUBACT BPEMsl 3a)KUBIICHUS PaHbl U JUIH-
TEJIbHOCTh NPUMEHEHHsI CUCTEMHON aHTHOMOTHUKOTEpAITu. JTOT
METOJI OAWHAKOBO 0€30I1aceH B CPABHEHUH C aCeNTHYESCKUMHU T10-
BA3KaMH. Bakyym-Tepanuio MOKHO PEeKOMEHJI0BaTh IpH Jiede-
HHUH OCTPBIX MHGHULIUPOBAHHBIX PaH OOIBIIOHN IUIOLIAH, OCTPBIX
U XpPOHUYECKUX PaH ¢ OOLIMPHBIM Je(heKTOM MATKUX TKaHEH, 00-
Ha)KEHUEM COCY/IUCTO-HEPBHBIX ITyYKOB, KOCTHBIX CTPYKTYp H 3J1e-
MEHTOB OCTEOCHHTE3a.

I'mapoxupyprudeckuie TEXHOJIOTHH COKPAIIAIOT YUCIIO I10-
BTOPHBIX XUPYPTHUYECKHUX OTEpaLfii, UX JUINTEIBHOCT U OaKTe-
pHalbHY0 00CEeMEHEHHOCTD TKaHel. MIX npruMeHeHHe mo3BoJsieT
XUpypram oopabarsiBaTh BOPOHKOOOpa3HbIe U [NIyOOKUE PaHbI C
HEpOBHBIM penbedom. [ unepbapruueckast OKCUreHalust yMeHblIIa-
et cpok jeuenus ['P u adpdexTrBHa npu NIieMr4eckux 0CIoKHe-
HUSAX KOXXHOTO TpaHCIUIaHTaTa Wix JocKyTa. O30HOTEpamnus 1no-
JIO)KUTEJIBHO BIMAET Ha TEYEHHE PAHEBOrO Ipoliecca, YCKOpseT
CPOKH 3a)KHMBJICHUS U TIoJIe3Ha rpu jedernu I P u rHoliHo-HeKpo-
TH4ecKux paH. [Ipu 3TOM [0Ka3aHO yMEHbIICHHE CPOKOB KYIIU-
POBaHUS THOWHO-BOCHAIUTENHFHOTO MpoLecca. DH3UMOTepaIus
TaKxe yckopseT 3axusieHue ['P u cHIkaeT cTouMOCTb JIeYeHusl.
Hcnonp30BaHue TMIIOCOMATIBHBIX PACTBOPOB aHTHOHOTHKOB CY-
IIECTBEHHO YIy4LIaeT KIMHUYECKHE U 1abopaTopHbIe MoKa3are-
71 OOJIBHBIX yKe Ha 3-U cyTku JieueHust ['P.

3axnoyenue. IlpencraBaeHHbI HAMU KPaTKUH IIepedeHb Co-
BPEMEHHBIX METOJIOB JieueHHUs [ P rokasbiBaeT, 4To OOJIBIIMHCTBO
n3 HUX 3G dexTuBHbI U Oe3onacHbL. [Ipu nevernu ['P Hanbomee 3¢-
(EeKTHBHBI BaKyyM-TEpaIsi 1 030HOTEPAITHS, a TAKKe IIPUMEHEHUE
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ACENTUYECKUX MOBA30K. BEIOOP MeTona XUpypruueckoro JeIeHus
I'P momxeH onpenenarses ¢ yu€ToM Bo3pacTta peOSHKa, TSKECTH
paHeBOro mpolecca, HUTHYHUS COMYTCTBYIOIIUX 3a00IeBaHUM.

POINb MH®EKLIMOHHOINO MOHOHYKINEO3A
B ®OPMWPOBAHUN KOHTUHIEHTA YACTO
BOJNEOLWUNX OETEN

TomacoBa H.A., UBaHoB J1.A.

HayuHbI pykoBOauUTENb:
npodc. M.KO. NanakTnoHoBa

[McKoBCKMIA rocyaapCTBEHHbIN yHMBEpCUTET MUHOBPHayKn
Poccun, lNckos, Poccus

Knrouesnie criosa: demu, uHgeKkyuu, UHGEKYUOHHbIU
MOHOHYKIeo3, Yyacmo 6onerouue demu

Axmyanvrnocms. OITHO U3 BEAYIIUX MECT B CTPYKType BO3-
JyIIHO-KaNeJIbHBIX MHGEKUUH y 1eTell NpUHAIeKUT HHPEKIHU-
oHHOMY MoHOHYKe03y (IM). Tloxxn3HeHHasi NepCUCTEHIINS BH-
pyca Dmmreiina—bapp (BOb) B oprannsme yenoBeka MpUBOIUT K
CHI)KEHUIO YPOBHS T-TMM(OIUTOB, BTOPUIHOMY HAPYIICHHIO Y-
MOpPAaJILHOTO HMMYHHTETA, YTO CIIOCOOCTBYET y4JalleHHIo OaKTe-
PHAJBHBIX U BUPYCHBIX HH(EKIHIL.

L]ens: BBIABUTB 0coOeHHOCTH TedueHus: FIM u ero ponb B dop-
MHPOBaHUM KOHTUHICHTA 4acTO OOJICIOIUX AETeH.

Mamepuanvt u memooul. IIpoBen€H PeTPOCIEKTUBHBIN aHa-
713 ucTopuii 6onesnu 23 nereii B Bozpacte 4—7 JeT, NPOMIEIIINX
nedenne ¢ quarnozom: UM (BOB), Tunmdnenii, cpenneTsikénas
(dhopma. BOB-atHonorus 3aboneBanusl MOATBEPIKICHA Y BCEX Jie-
Tel MeTolaMi UMMYHO(EPMEHTHOTO aHaju3a U MOJMMEpa3HOi
LIENTHOH peakuy B TMMGOIUTaX KPOBH.

Pesynomamui. Octpoe Teuenne BOb-undexnun Hadmona-
nock y 6onpmmHcTBa Aereit (19%). Ilpu mosropHOM 0cMoTpE Ue-
pe3 3 Mec HOpMaJM3aLKst COCTOSHUS U Ta0OPaTOPHBIX MOKa3are-
et BeIsIBIEeHA Y 26,2% 00bHBIX. 3aTsHKHOE TEUSHUE 3a00IeBaHI
peructpuposaiock y 12 (52,2%) neteit, 06 3TOM CBHIETEILCTBO-
Baiu NUM(aACHONATH, 3aTPyAHEHUSI HOCOBOTO JBIXaHUs, Ie-
raToMeralius, aCTCHOBEr€TaTUBHBIM CHUHAPOM Ha MPOTSKESHUHN
3-6 mec. Xponudeckoe Teuenue FIM ycraHoBneHO y 34,7% Goiib-
HBIX. B KIIMHHYECKO# KapTHHE OTMEYAIIUCh ITHTENBHBINH cyOde-
OpHIHTET, TeHEepaa30BaHHAs UM paIeHONATHs, 3aTPyIHEHHOE
HOCOBOE JBIXaHHUE, a TAKKEe HATNIHe B KPOBU MApPKEPOB aKTUBHON
BOBb-undekuuu. B karamuese y 6 NallMeHTOB ¢ XPOHUYECKUM Te-
yeHueM BOB-nH}ekun rcue3HoBeHHE KIIMHUYECKUX CUMIITOMOB
¥ HOpMaJIM3alus JJabOpaTOpHBIX [TOKa3aTelieil MPOU301LIN TOJb-
KO yepe3 9 Mec mocie 3a00yieBaHusL. Y TaKoro jke Yrciia OOIbHBIX
OblIa BBISIBICHA HOPMaTM3aLisi OOBEKTUBHBIX JaHHBIX U CEPOIIO-
TUYECKHUX MOKa3aresel TOIbKo uepe3 1 rof nocie nepeHecEHHoM
BOBb-undexuuu. Penunusupyrommee Teuenne MM, noarsepxaéH-
HOE CepOoJIOrHueCcKUMU 00CIeJOBaHUsIMU U OOHapyxkeHueM IgM
VCA, IgG NA-1, IgG EA, BeisiBieno y 13,1% 6onbubix. Y 21,7%
JeTei ObIIO JTaTeHTHOE TeUeHHe O0JIe3HH, KoTrIa Ha (poHe KITHMHU-
YeCKOro OJIaronoryyusi B KPOBH BBISIBISUINCH MapKephl aKTHBHOM
BOB-undekiu — IgM VCA. TIpoBenéHHbII B AMHAMUKE Yepe3
12 Mec KIMHUKO-Ta00PaTOPHBIH MOHUTOPHHT C UCIOJIB30BAaHUEM
CEPOJIOTMUYECKUX U MOJIEKYIISIPHO-OHMOIOTTUECKUX METOJI0B 00cIIe-
JIOBaHUs M0Ka3all, 4To Oojee IOIOBUHBI BCEX HAOII0AAEMBbIX Jie-
teii (13 genoBex; 56,5%) MOTYT OBITH OTHECEHBI B TPYIITY YacTO
Ooneronmx. YacToTa pecmpaTopHbIX 3ITU30/I0B Y HUX COCTaBH-
7a 6—7 pa3 B rof, OakTepHaJIbHbIC OCIOKHEHHS B BUIE PELUIU-

BUPYIOIINX OPOHXUTOB BBISBICHHI Y 76,9% OOJIBHBIX, OTUTHI —
y 46,2%, cunycutsl —y 38,5%.

3axnrouenue. letn, nepedonesume UM, dopmupyror rpyn-
Iy 4acTo OONEIOMHUX PEKyPPEHTHBIMU MHGEKIUSIMU; OaKTepu-
QJIBHBIE OCJIOKHEHHS PETHCTPUPOBAIIICEH OoJiee YeM y HOJIOBH-
HBI PEKOHBAJICCIICHTOB.

TPOMBOTUYECKAA TPOMBOLIMTONEHUYECKASA
NYPMNYPA'Y OEBOYKHN 12 NET

TpodcdumoBa A.B., Pasysaera 10.10.

HayuyHble pykoBogutenu: goueHT B.C. JlegHeBa,
H.B. lOguHa

BopoHexckuin rocyaapCTBEHHbI MEANLIMHCKUI YHUBEPCUTET
umenn H.H. bBypgeHko MuH3agpasa Poccuun, BopoHex, Poccus

Kntoyesble criosa: knuHudeckuli criydad, 0emu,
mpomboyumoneHu4eckas nyprypa, OuazHocmuka

Axmyanvnocme. TpomOboTHUECKas TPOMOOLUTONEHUYECKAS
nypnypa (TTII) — octpoe onacHoe aJisi )KU3HM I'eMaTojoruye-
cKoe 3a0oJieBaHKe, paHHEe BBISIBIICHHE 1 JIEYEHHE KOTOPOTO HMe-
0T pelarolee 3Ha4eHue Ui IporHo3a.

Onucanue knunuyeckozo cryyas. JleBouka, 12 jet, nepeBeneHa
B OHKOT'€MAaTOJIOTHYECKOE OTAEIECHUE B TSHKENIOM cocTosHUHU. [Ipu
OCMOTpPE — UKTEPHYHOCTh KOXKHBIX TIOKPOBOB, Ha KOXKE TYJIOBHIIA
5KXHMO3bl, HOCOBOE KpOBOTeueHHeE. B 00leM aHanu3e KpOBU BB~
nennl anemust (80 /1), Tsokénast TpomoormTonenns (17-23 x 10°%/m),
yckoperne COD. B OMOXMMHUYECKOM aHAJIM3e KPOBU — IMOBBI-
nieHre ypoBHsi MoueBHHsI (14,3 MaM/n), conepkanue CPb (26,9
MI/JT), aKTUBHOCTb JIaKTaTAeruaporenassl 2868 EJ1/n, koHLIEeHTpa-
uust Ounmupyouna 79,9 mnM/n 3a cuér cBoboaHol (pakuuu, dpep-
putuHa 873 Hr/Mi. YpoBeHb BUTamMuHa B, — 78 nkr/mi. Ipynna
kpoBu AB Rh+, dpenorun CcJldEe kell(-), anTuspurporurapHbie
aHTHUTeNa — OTpUIATENbHbIe. AKTUBHOCTh METAJIONpPOTeasbl, pac-
HIETUIIOIIEH CBEPXKPYITHbIE MYyJIBTHMEpPHI (hakTopa Buinebpanna
(AJAMATS13), npu epBUYHOM OIIPeNIeICHUH 3HAUUTEIbHO CHU-
skeHa — 12. B oOmiem ananuze Moun nporenHypust 1 /71, MUKpO-
remarypusi. [Ipoba Kym6ca — orpunarensnas. 13 koctHOro Mosra
TMOJTyYeH ITYyHKTAaT CO CHIKEHHOM KIJIETOYHOCTBIO, TIOJTMMOP(HBIH,
BKJIFOYaeT YMEPEHHOE KOJIMYECTBO HEUTPAIbHOTO JKUpa, CIUHIY-
HBIE 3JIEMEHTBI CTPOMBI. MerakapruounuTapHbli pOCTOK IpeICTaB-
JICH CJMHUYHBIMH METaKapHOLUTaMu 0e3 BUIUMOI OTIIHYPOBKH
TpoMOoLuTOB. HEHTpOPUIBHBIH POCTOK COXpaHEH, IIPeCTaBIeH
MPEUMYIIECTBEHHO 3pelIbIMU (hOpMaMu. DPUTPOLIUTAPHBIA POCTOK
pactmpes. [Ipu nposenennn Y3 opraHoB OprONTHOM TTOJIOCTH BHI-
SIBJICHBI IPU3HAKU AU (Y3HBIX N3MEHEHHH B MOHKETYJOUHOMN HKe-
Jie3e, CTrYIIEHHOH JKelT4u B AKETYHOM ITy3bIpe, CIUICHOMETaJINY, YBe-
JIMYEHHBIX B pa3Mepax Mmo4ek, AP Qy3HbIX M3MEHEHUH TAPEHXUMBI
HOYEK, YTONIIECHUS CTEHOK YallleqHO-JIOXaHOUHOM CUCTEMBI 00enX
Mo4ek, muenoskrasus ciuesa. [Ipy MPT ronoBHOro Mo3ra BeIsIBIIE-
HBI TIPU3HAKU BHYTpUUEpenHoi runeprensuu. [lomaydana neyenue
MPEIHU30JI0HOM 60 MT/CYT B TeYCHHUE 2 HEJl C MOCIEIYIOIINM CHHU-
KEHHUEM JIO3UPOBKH, IPOBOIMIIOCH IIEPEIMBaHUE CBEKE3aMOPOKEH-
HO¥ IJ1a3Mbl M SPUTPOLIMTAPHON B3BECH IS KyITHPOBaHHUS TeMOoppa-
TUYECKOr0 CUHPOMA C IpUMEHEHUeM IL1a3Madepesa. [Ipumensiics
MMMYHOCYTIPECHBHBIH npenapar Maotepa 375 mre/m N 4, dorme-
Bast KNCIIOTa, BUTaMUH B, 110 250 MKT BHYTPHMBILIEYHO 110 3 HHB-
ek, C yImydiieHreM BhITIcaHa JoMoi. PexomenioBaHo mpooi-
AKUTb IPUEM IIpeTHU30510Ha 110 10 Mr 10 nosy4eHus JaHHbIX KOH-
TposibHOTO 00cnenoBanus Ha AJJAMATS 13.
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3axniouenue. MegnnuHCKas Hayka 3HAYUTEIHHO TIPOJBHHY-
J1ach B IOHUMAaHUHN MaTo(QU3HONI0Oruy 3a00/1eBaHUH CHCTEMBI KPO-
BH, YTO MO3BOJISIET IPOBECTH TOUHYIO JUATHOCTHKY APYTHX TPOM-
60THYECKUX MUKPOAHTHOIATHH, IPU 3TOM M3MEPEHUE aKTUBHO-
ctu pepmenta ADAMTS13 u ayToaHTUTENl UMEET LIEHTPAIbHOE
3HaYCHHUE.

CMNOHTAHHbIA MHEBMOTOPAKC HA ®OHE
BEPOHXWANBbHOW ACTMbI U BNEPBbIE
BbIABNEHHOW BYNNE3HOW SM®U3EMbI
Y BOJNIbHOI'O 14 NET

TeiHHMKOBA B.B.
HayuHbin pykoBoguTenb: goueHT T.A. MuHeHkoBa

Kypckui rocyaapCTBEHHbIN MEANLMHCKUIA YHUBEPCUTET
MwuH3gpasa Poccuu, Kypck, Poccus

Knouesnbie criosa: knuHu4eckul cry4dad, demu,
6poHxuanbHas acmma, amgudema, duazcHocmuka

Axmyanvrocms. K ciontanaomy nHesmortopakcy (CIT) y ne-
Teil MOXET NPUBECTH PAa3pPhIB HEBBISBICHHBIX OYJUT MM KUCT, Ma-
HEBpPbI BanbcanbBel. B 30HE pucka B JaHHOM cilyyae HaXOIATCS
JIETH C JIeTeHepaTUBHBIMH 3200JI€BaHUSIMH JIETKUX U IPYTHMH He-
00HapyXEHHBIMH TIPeApacloNaralouMy GpakTopaMu, JaKe eCIu
cumiToMsl CII pa3Bunuchk Ha poHE OTHOCUTENBHOTO O1aromnoiy-
YUl CO CTOPOHBI JIETKUX Y MAlUEHTa.

Onucanue xnunuueckozo cryuas. bonpnoit H., 14 ner. Ilpens-
SIBJISLIT JKaJIOOBI Ha CYXO# KallleNb, ONBIIIKY ITpU (H3HIEeCKOl Ha-
rpy3Ke, THyIlIre 00JIH B IPaBOii MOJIOBUHE TPyAHON KieTku. [1e-
PEUHCIICHHBIE )Kano0bl MOSBUINCH 2 AHS Ha3al MOCie MONepXu-
BaHU. HOCTyHI/IH B le/IéMHOC OTACJIICHUEC C MPEABAPUTCIIbHBIM
Juarsozom: MHoponHoe Teno TpaxeoOpoHXHanbHoro aepesa. Ila-
LUEHT CTpajaeT JErKoil CTeneHbl0 OpOHXUANIBHOM acTMBI U CO-
00I1aeT 0 HAIMYKK OYyJIE3HBIX U3MEHEHH# B IETKUX y otia. [1o
JTAaHHBIM peHTreHorpaduu opranoB rpyaHoit kietku (OI'K) qua-
THOCTHPOBaH IPaBOCTOPOHHUI ITHEBMOTOPAKC, BBIIIOIHEHO Jpe-
HUPOBAHUE JIEBOW IIEBPAJILHON MOJIOCTH. IIpu KOMIIBIOTEpHOM
tomorpaduu OI'K nomyueHs! naHHbIE, KOTOPbIE MOTYT COOTBET-
CTBOBAThb IIPABOCTOPOHHEMY alKMKaJIbHOMY ITHEBMOTOpPAKCY, hu-
OpO3HO-0YaroBBIM U OYJUIE3HBIM U3MEHEHUSIM S 1 TIpaBoro JIErKo-
r0, IPU3HAKAM CITAEYHOTO TpoIlecca B MPaBOH TUIEBPATBHOH TTO-
nocty. Pesynbrarsl onpeneneHus GyHKINH BHEIIHETO JbIXaHUs:
HapylICHUE CMELIaHHOTO THIIa, JErkoi crenenu Tsbkectu (I cre-
nens). Cnycrs 10 qHell IpoBeAEHO MIaHOBOE OIEPATHBHOE Jie-
4yeHue ¥ COPMUPOBAH KIMHUYECKUN quarHo3. OCHOBHOHU aur-
HO3: bymiesnast sMmpuzema nérxkux. byisibl BepxHeit 1074 MpaBoro
nérkoro. [IpaBocTopoHHNM CIIOHTaHHEIHN THEBMOTOpaKC. Bermos-
HEHbI Ollepalii: JPEHUPOBaHHUE NTPABOI MJIEBPaIbHON MONOCTH;
BHUJICOTOPAKOCKOIIMYECKasl pE3eKLUs BEPXHEH 10IM MPaBoro Jer-
KOro Ipu ocyioxHEHHOH sMpuzeme. CyOToTanbHas MIEBPIKTO-
musi. ComyTcTBYONMIA 1uarno3: bponxuanpHas actMa, cMelIaH-
Has popma, JIETKOH CTENeHH TSHKECTH, KOHTPOIUPYEMOe TeUSHNE,
I crenenu, npixarenpHas HenoCTaTrouHOCTD I crenenu. ITo mJaHHBIM
KoHTpoNbHOM peHTrenorpaduu OI'K: nérkoe pacnpasieHo, amnu-
KaJILHO OIIpesieIIsieTCs] HeOOMNbIIoe KOIUIEeCTBO Bo3ayxa. CHHYCHI
cBoOoHbL. TeHb CpeoCTeHNS HE CMEILEHA.

B ynoBieTBOPUTEIBHOM COCTOSHUM OOJIBHOM BBINUCAH U3 CTa-
[UOHApa I10]] HaOIIOIeHNE XUpypra.

3axnoyenue. IlpencraBineHHbIN KITMHAYECKAN CITydail 1eMOH-
CTPUPYET 3HAYMMOCTh HACTOPO’KEHHOCTH OTHOCHTEJIBHO BO3MOK-

Horo pa3sutus Cll y neteif ¢ merenepaTUBHON JIETOYHOM MATOJIO-
rued B cCeMeHHOM aHaMHe3e. Y 0OJIbHOTO He Oblila CBOCBPEMEHHO
BBIsIBJICHA Oy/uié€3Has aMQu3emMa, 4YTO MPUBEIO K HEOOXOIUMO-
CTH BBITIOJIHEHHUS paJUKaJIbHOI'O OIEPAaTUBHOTO BMCIIATCIILCTBA.

OLIEHKA UMMYHHIO OTBETA Y OETEW PAHHEIO
BO3PACTA

YcuHckas O.A.
HayuHbI pykoBoguTenb: npod. A.B. EpemeeBa

MepBbIi MocKkoBCKMIA rocyaapCTBEHHbIN MEANLIMHCKUIA
yHuBepcutet umenun .M. CeveHoa MuH3gpasa Poccumn
(CeueHoBckuii yHuBepcuTeT), Mocksa, Poccusi

Krirouesbie crioga: demu, UMMYHHbIU omeem, MapKepbl,
OuasHocmuka

AxmyansHocms. B TedeHne NOCIIEIHEro JeCATHIETHS B IPaK-
THUKY POCCHHCKOTO 3ApaBOOXPAHEHUS] aKTUBHO BHEAPSIETCS KO-
JMYECTBEHHOE OIPE/ICIeHIe YHUBEPCAIbHBIX MapKepoB T-kire-
tounbix — TREC (T-cell receptor excision circle) u B-knerou-
Heix — KREC (kappa-deleting recombination excision circle)
UMMYHOAE()UITUTOB.

L]env: poBeCTH PETPOCIEKTUBHBIA aHAIU3 CBS3EH MEXIy
kxonnentparnusMu MapkepoB TREC/KREC u nokaszarensmu remMo-
rpaMMBl Y JOHOIIEHHBIX M HEJIOHOUIEHHBIX NETeH paHHETO BO3-
pacrta ¢ MH(QEKIMOHHOH MaTooruel 1 6e3 TAKOBOM.

Mamepuanvt u memoowt. Ha 6aze JIUKB Ne 9 um. I"'H. Crie-
PaHCKOTO IIPOBEJICHO OIHOLIEHTPOBOE PETPOCIIEKTHBHOE KOTOPT-
Hoe oOcnenoBanue 468 neteii ot poxaeHus 1o 6 mec. [IpoBenén
ananu3 nokaszareneid TREC/KREC, remorpaMMbl U YpOBHEH UM-
MYHOII00ynHHOB. JleTn ObUTH pactipeieNieHsl Ha 2 TPYIIIbL: TPyI-
my A COCTaBWIIM JIETH C Pa3IMYHON HHPEKIIMOHHOW MaTONIOTHEH,
rpyniy B — netu ¢ HenHQEKIIMOHHBIMU 3a00JICBAHUSIMH.

Pezynomamur. IIpu obcnenoBanun Beex HaOMOIABIINXCS Jie-
teii BeinonHensl 553 recta TREC/KREC, noBropHsIit aHamu3 Okl
npoBenéH y 69 OOBHBIX, MEXK/y TECTaMH MPOXOIUIIO 8 AHEH [2—
26]. JIoHOIIEHHBIM U HEJIOHOIIEHHBIM JIETAM aHaJIU3 BbINOIHII-
csl ¢ oMHaKOBO# yactoroid. [pynmy A cocraBuin 351 pe6G&HOK, B
rpynny B 0Obu10 Britoueno 117 pereit. Cpenuii BozpacT obciie-
JIOBaHHBIX JeTer 1 Mec, MaapduKoB ObUIO 279, neBouek — 189.
JletanbHblil Hcxon ObUT 3aperucTpupoBaH B 8 ciydasx. Cpen-
HUAW YPOBEHB JICUKONHUTOB y neteit rpymmel A — 11 645 [8332;
16 277]; koHuenTpanus remorioonna — 122 [103; 145]; uucno
tpombouuToB — 271 [176; 388]; yposenb [gG — 5,92 [3,2; 8,1];
TREC — 1372 [537; 2535]; KREC — 1421 [641; 3316]. ¥V ne-
Tel rpynnel B uucno nedixonuro — 11 390 [9225; 17 850], p =
0,508; xormenTpanus remornoouna — 137 [116; 160], p <0,001;
ymcio Tpomboruro — 278 [196; 413], p = 0,4; yposens IgG —
7,14 [4,2; 8,8], p=0,031; TREC — 1700 [907; 2891], p = 0,019;
KREC — 1339 [611; 2968], p = 0,7. Bri6opxka yposueit TREC:
Q1-Q3 = 618-2575 [1,98; 13 068], yposueit KREC: Q1-Q3 =
622-3201 [26; 20 098].

3aknouenue. YcTaHOBICHA 00paTHAsl KOPPEIALUSI MEXIY
ypoBHssMu TREC 1 4uciIOM JIEHKOLUTOB U MpsiMasi CBSI3b — MEK-
Iy COZIep’KaHHeM reMorioouHa, TpombonuTamu, IgG u ypoBHEM
TREC. HUckmouenus cocrasuin 3HadeHuss TREC/KREC «Beimie
HOPMBI», TaM OTMeuajach oOpaTHasi KOPPEJSAIHs MEX]y ypOB-
HSIMH JIEUKOIUTOB, TpoMOouuToB, remoriiobuna u TREC/KREC.
Taxum 06pa3oM, MOMHMO CKPUHHHTA IIEPBUYHBIX UMMYyHOAE(HU-
nutoB, koHIeHTpanun TREC n KREC B kpoBH MOTYT CITyXHTb
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MIPOTHOCTUYCCKUMH MapKepaMH TAXKECTH I/IH(l)eKL[I/IOHHO-BOCHa-
JUTEIbHBIX 3a00JIeBaHUI.

NEKAPCTBEHHO-UHOYLUUPOBAHHAA
TMMNEPYYBCTBUTENBbHOCTDL Y MOOPOCTKA,
ACCOLIMMPOBAHHASA C NPUEMOM
NEKAPCTBEHHOIO CPEACTBA

®depoceeBa A.A., UBaHoBa E.B.

HayuHble pykoBoauTenu: goueHT A.B. lonuHa,
poueHT E.I. BataeBa

YuTmHCKasn rocygapcTBeHHasa MeanLMHCKasa akageMmust
MwuHsgpaBa Poccun, Yuta, Poccus

Knroyesnie criosa: knuHuYeckul crydad, demu,
JileKkapcmeeHHasi aurep4yecmeumeribHoCmb, uazHOCMuUKa

Axmyanvnocms. CHHAPOM JEKapCTBEHHOH TMIIEPIyBCTBH-
texapHOCTH (DRESS-cuaapom) — moTeHnmanbHo )KU3HEYTpoKa-
IOIAsi PEeaKIMs Ha JEKapCTBEHHbIE CPEACTBA, IIPU KOTOPOH BO3-
HHUKAIOT KOXHAs ChIIb, JTUXOpaaKa, TuMdoaneHonaTus, renarur,
KapJuT, JIeHKonuTo3, 203uHoduins. Berpewaercs 1 crnydail Ha
10 000 HaceneHus.

Onucanue xaunuueckoeo cayyas. lanuentka 1., 14 ner, 3a-
6omena octpo 03.12.2022, xorja MosSIBUIMCH HACMOPK, OOJIb B
ropJie, MOBBIIIEHNE TeMIeparypsl Tena 10 39°C, B JTUHaAMHKE OT-
MEUaINCh KOXKHBIW 3y, 9K3aHTEMa, YJHaHTeMa U nuapes. Jleun-
nack amOynaropHo, 6e3 3¢ dexra. B aHaMHe3e 110 pekoMeHaauu
NICHXHATpa JIeBOUYKa 10 cXeMe MpUHUMana npemnapar JlamoTpus-
xuH. C 19.12.2022 no 30.12.2022 nanueHTka Haxo4uwiacs Ha 00-
CJICIOBAHMH U JICUCHUH B KpaeBOH MH(EKIMOHHON OONbHHUIE, C
30.12.2022 o 05.02.2023 — B KpaeBoOil AETCKOM KIMHUYECKOMH
OonbHuie. HecMoTpst Ha mpoBOAMMYIO Tepanuioo, pedEHOK Mpo-
JIOJDKAJT JINXOPAIUTh Ha BEICOKUX IU(PPaX, yCUITHBAINACH KOXKHBIC
MIPOSIBIICHUSI ¢ KPYITHOIUTACTUHYATHIM IIETYIICHHEM, COXpaHs-
Jack TUMQpOaICHONIATHS, TPUCOCIHHILIICEH TOPAKEHHS TIEYSHH C
OCTpOH MEeYEHOTHON HEJOCTATOYHOCTHIO M MUOTIEPUKAPIHT, TIEPH-
OAMYECKU BO3HMKANIA Auapesl, B AajbHeineM cuaapom Kymmara
Ha (OHE JTUTEIBHOTO JiedyeHus: cteporsiaMu. OTMEUEHO, YTO Ha
Tr00BIe KaTeTepU3AIINH, MOMBITKH BHYTPUBEHHOTO BBEJICHUSI Jie-
KapCTBEHHBIX CPE/ICTB MOSIBIISUIACH PEAKIIHs B BHIE OTEKA B MECTE
BBEIICHUS, yCHIIMBAIACH CHIMb, HapacTan oTék juma. 06.02.2023
MIANUEHTKY NIePeBeH B NEAUATPHIECKOe TUATHOCTHIECKOE OT/Ie-
nenue PJIKB r. MockBsl, rie 6osiee 6 Mec MPOBOANIICS AUArHOCTH-
YeCKHUH MOUCK. 3a 3TOT NEPHO, BEAYIIUMU IIPOSBICHUSIMU O0JIe3-
HU OBUTH JTMXOPAJIKa, TOTATBHOE TIOPAKEHUE KOXKH (IPUTPOICPMHS,
mamyné3Has CIIMBAIOIIASCS ChIITb, MACCHBHOE IICTyIICHHE, OTEKH,
3y), TIEUKOIMTO3, aHEMHSI, J03HHOMUITUS, TENATHT, KapIuT, Koa-
rynonarusi, nuapest. KoxHbIi mpoiiecc HOCHII BOIHOOOpa3HbIi Xa-
paxrep. Ucknrouanack 6onesns JleBepxu. BriepBbie MonoxuTesb-
Has TMHAMUKA Y MAlMEeHTKH Oblia oTMedeHa B urone 2023 r. mo-
CJie OTMEHBI aHTHOMOTHKOB M BBEJICHUS yCTEKUHYMaba. Penuans
KO)KHOTO CHHJIPOMA MPOU3O0LIEN TOclie préMa MeTaMU30J1a Ha-
TpUSL, OCJIE YEro 0 PEIIeHII0 KOHCHIIMYMa BBEIIEH MEMoIn3yMao,
MOJTy4YeH OBICTPBII U 3HAYUMBIN 3()(EKT B BUJIE TIOJIHOTO OUHIIIe-
Hust Koku. Beicranen auarnos: (MKB T.88.7) DRESS-cunapom.

3axnouenue. B 1aHHOM KIIMHUYECKOM CITy4Yae OTPaKeHbI 0CO-
OCHHOCTH TeUCHHS M TPYAHOCTH auddepeHInaIbHON AHarHo-
cruku DRESS-cunIpoMa, MouTH He BCTPEYAIOIIErocs pyTHHHO B
npakTrke Bpada. Cirydail HANSITHO WILTFOCTPUPYET 3HAYMMOCTD

CBOEBpeMeHHOfI JUAarHOCTUKU CUHpOMaA, TTO3BOJISIONICH B Kpart-
qanme CPOKH Ha3HAQYUTB JICUCHHUEC.

CUHOPOM KAT6A Y NEBOYKHU 6 JNIET

dunarosa E.A., PasyBaena 10.10.
HayuHbin pykoBoauTtens: poueHT B.C. JleaHeBa

BopoHexckuin rocygapcTBeHHbIN MEAULMHCKUIA YHUBEPCUTET
umenun H.H. BypaoeHko MuHsgpasa Poccun, BopoHex, Poccus

Knrowesbie criosa: kKnuHu4Yeckul cry4qat, demu, cuHOPoOM
KAT6A, duaeHocmuka

Axmyanvnocms. Cuagpom KAT6A — 310 penkoe reHeTn-
4yeckoe 3a0oseBaHue, BhI3BaHHOE MyTanueit rena KAT6A, xoTo-
PBIi pacronokeH Ha 8- XpOMOCOME U PETyIHpYeT CUHTE3 Oelka
JIPyTUMH TeHaMHU. XapaKTepHbIE CHMIITOMBI 3TOTO CHHAPOMA: 3a-
JIeprKKa IICUXOMOTOPHOI'O ¥ PEYEBOro Pa3BUTUsI peOEHKa, aToo-
THUs CePACYHO-COCYAUCTON CUCTEMBI, IN1a3 M JKEIyA0UYHO-KUIIIeY-
HOTO TpakTa. B GompmumHCTBE ciyuaeB myTanuu B rene KAT6A4
BO3HHMKAIOT CIIOHTAHHO.

Onucanue kaunuveckozo cayuas. JleBouka, 6 yert, ot 3-ii Oe-
PEMEHHOCTH, MpOoTeKaBIIell Ha (OHEe TOKCUKO3a, YTpO3bl IIPEPhI-
BaHUA. Pozbl 2-e cpouHble, MaTONOTHYecKue, MyTEM KecapeBa
ceueHus. M3 poamoma nepeBezieHa B OTIENICHUE TTaTOJIOTUU HO-
BOPOXAEHHBIX. Y I€BOYKH OTMEYAJIOCh OTCTaBaHHE HEWPOIICH-
XHUECKOTO Pa3BUTHA: CAMOCTOSTEIbHO CUINT C 8,5 MecC, XOIUT C
1,3 neT, rOoBOPHUT OHO CJIOBO. B 00111eM aHasm3e KpOBH BBISBIIC-
HbI TpOMOOLUTONEH s 110 35 % 10°/1, nefikonenus no 1,7 x 10/,
He#rponienust 10 0,3 x 10°11. Bbuta nepeBeneHa B OHKOreMaro-
noruueckoe otnesnexue. B urone 2018 r. 6onpHO# ObLIO MpoOBe-
JICHO TTOJIHO3K30MHOE CEKBEHHPOBAaHHME IK30Ma: BBISIBIICHA paHee
He ONHMCaHHAas T'eTepO3UTroTHas MyTanus B 17-M dK30reHe reHa
KAT6A (chr8:41790988G>A), npuBoasias K MOSBICHUIO Caii-
Ta MPEXIEBPEMEHHON TEPMUHALMK TPAaHCISIUHU B 1584 xomoHe
(p.GInl1584Ter, NM_006766.3). JIonOTHUTENBHO OBUIM BBHICTAB-
JICHBI TUArHO3BI: TacTpod3odareanbHas pedarokcHas 00JIe3Hb
¢ 930()aruToM, NOBEPXHOCTHBIN TACTPHT; JIAPUHTOTPAXEOMAJIs-
s, qucdarus, TU3apTpusl; aTaKCHIeCKUH CHHIPOM; BTOPHYHBIN
HEPBHO-MBILIEYHbIH CUHAPOM. BblsiBlieHa TskEnas BpoKAEHHAs
TPEXPOCTKOBAS aIlla3usi KPOBETBOPEHHSI B PAMKaX I€HETHYECKO-
ro cunapoma. [IpoBoaunace cTUMYIAIUS Jieiikonossa — 6e3 -
¢exra. [IpoBeneHo 19 remorpanchy3uil 3pUTPOLUTAPHON B3BE-
cu O(I)Rh(+). B centsa6pe 2019 r. 6bu1a npoBeeHa aoreHHas
TPAHCIIAHTALUSA TEMOIIO3THYECKUX CTBOJIOBBIX KJIETOK OT HEPOJI-
CTBEHHOT'O JTOHOPA. BRIpaXkeHbl CTUTMBI JU33MOpHOTeHe3a (TH-
MOTEJIOPU3M, DIHUKAHT, aCUMMETPHUs JIMLA, YIUIOIEHHBIH KOHYUK
HOCa, MMTMEHTHBIE MATHA KO(EHHOro 1[BeTa Ha TYJIOBUILE, HHU3-
KO PacIOJIOKEHHBIE YIITHbIE PAKOBHHBI, TOTHYECKoe HEOO, OTCTO-
sae OOJbIIKe Maibibl PyK). bobHas MO KH3HEHHBIM ITOKa3a-
HUSIM TIOJTy4YaeT aHTHOAKTEepUAbHYIO TEPAINIo: OUIIMIUTHH-5 10
600 Teic. EJl 1 pa3 B 4 Hex; CONMPOBOIUTENBHYIO TEPATUIO BUTA-
muHoM D o 1000 ME 1 pa3 B neHb BHYTpb AJTUTENBHO.

3axnouenue. Ha ceronusuHuii 1eHb 0 BceMY MUpPY Hacdu-
teiBaetcs 90 nmanuenToB ¢ cunapoMoM KAT6A. C kaxasiM roqom
YITyYIIAFOTCS METOABI AUATHOCTHKHU U OTIPEIeNIeHUs (PeHOTHITHIe-
CKoM xapakTepuctuku rena KAT6A.

* %k ok
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OUCTPO®UYECKAA ®OPMA BPOXOEHHOIO
BYNNE3HOIrO 3aNUAEPMOJIU3A

domuHa A.9.
Hay4Hbin pykoBoguTtens: npod. H.H. MypawkuH

MepBbit MOCKOBCKMIA rOCY4apPCTBEHHbIN MEANLIMHCKAIA
yHuepcuteT numenn N.M. Cevenosa MuHsgpasa Poccumn
(CeyeHoBckuit YHuBepcutet), Mocksa, Poccust

Kniouesnbie criosa: knuHu4eckul crydal, demu, 6ynnésHmlil
anudepmornu3s

Axmyanvnocms. Bynné3Hplil SIUAEPMOIIN3 — BPOXKIEHHOE
3aboseBaHue, MPOsIBIIAIOIIEeCs O0Ie3HEHHBIMHU ITy3bIPSIMU Ha KO-
e W CIM3UCTBIX 000JI0UKaX MOCIIe BO3NEHCTBHS HE3HAYUTEIBHO-
TO TpaBMHUpYIoIIero areHta. Jlucrpodudeckas popma c 6osnee riy-
OOKHMM ypOBHEM HOPaXKEHHS KOXKU XapaKTePH3yeTcs TSHKEIBIM Te-
YyeHHeM Ipolecca. 3a00IeBaHNe ABISETCS PEIKUM, HO OKa3bIBaeT
BBIpQ)KEHHOE HETaTWBHOE BIMSIHME HA KaueCTBO XKH3HHU OOJIBHO-
IO U €ro CeMbH, Ha (PU3HUYECKOe pa3BUTHE peOEHKA, UMEET PUCKH
MaJIUTHH3AIMN M MHBIX TSDKENBIX OCIOKHEHHH.

Onucanue knuHuveckozo caydas. Mansauk, 13 nert, mocty-
IIMJI TIOBTOPHO B OTAENEHHE AEPMATOJIOTHHU C TPYIIIOH Ja3epHOH
xupyprun HMUII 3n0poBbs nereit Munsapasa Poccun. XKano0sr:
pacnpocTpaHEHHbIE BBICHIIIAHUS Ha KOXKE C 3y/IOM U O0JIE3HEHHO-
CTbI0, 3aTPYJHEHHUS [IPU IVIOTAHUHU, OTCYTCTBHE CAMOCTOSATEIBHOTO
cTyna. Martp u oter] pebéHKa — JBOIOpOIHEIE Opar u cectpa. [e-
OroT 3a00meBaHus ¢ 1-X CYyTOK JKM3HM B BUAE ITy3bIpeil Ha CIIN3H-
cTol obonouke nosnoctu pra. Ha 5-e cyTku xu3Hu peOEHKa ObLI
MOCTABJICH UAarHO3: Bporxn€HHBbII Oy/UI€3HbIN SNUAEPMOIIH3, UTO
OBUTO IOATBEPIKACHO IAHHBIMU MOJIEKY/ISIPHO-T€HETHYECKOH Jua-
rHOCTUKH (0OHapyxeHa MyTauus B reHe COL7A1). C 3 mec xus3-
HU OOJBHOTO OTMEYAJIOCh BBINA/ICHHE HOITEH, K 5 Mec Bce HOT-
TeBbIe IUIACTUHKH OTCYTCTBOBaJH. B aHaMHe3e XpOHHYECKHUI
3a10p, AOJIMXOCUIMA, METapeKTyM, TUIaTalluOHHAsl KapAUOMHO-
naryst, MMMyHozreduuT HeyTouHEHHBIH. C 2016 1. 66110 TIPOBE-
JIeHo 4 onepanuy 0aJJIOHHOM AnnaTaluy MUIIEBOAA C BPEMEH-
HBIM TTOJIOKHUTENBHBIM 3()()EKTOM, MaueHT HEOMHOKPATHO TO-
CIHTAM3UPOBAH B CBS3U C YXYALICHUEM KIMHHYECKON KapTHHBI
3aboneBaHus. KOXKHBIH MAaTONIOTHYECKUI IPOIIECC UMEET pacipo-
CTpaHEHHBIN CUMMETPUYHBIN XapakTep, IPecTaBieH My3bIPsIMH,
3pO3USIMHU, FEMOPPAarMueCKUMU KOpPOUKaMH, denryikamu. Boichl-
MTaHMS JIOKAJTM30BaHbI Ha KOXKE TYJIOBHUINA, KUCTEH U CTOI, KOJICH-
HBIX 00JacTeil, conpoBoXa0TCs 00JIE3HEHHOCTHIO U 3ynoM. Ha
KOKE B 00JTaCTH TOJIEHEH OTMEUaroTCs aTpopuIecKue pyous ¢ Oe-
JIECOBATHIM OTTEHKOM. B o0mactu 16a, Hoca, IIEK UMEFOTCSI MHO-
KECTBEHHbIC MIJIMYMBI, THIIEP- U TUIIONUTMEHTHUPOBAHHBIE TIAT-
Ha. HorreBble IIIaCTUHKM Ha pyKax W HOrax OTCYTCTBYIOT. Mu-
HepasbHas IUIOTHOCTD KocTel (Z-score —3,2), KOCTHBIH BO3pAcT,
HHJIEKC Macchl Tena (Z-score —4,06) Hrke BO3PAaCTHBIX 3HAUYCHUH.
JlabopaTopHO BBISBICHBI THITOATBOYMUHEMHUS, XKeIe301eprInT-
Has aHemust, ipu Y3 ipHU3HAKH remarocIieHOMErainu, SITUAH-
JIUMUT crpasa. [Ipy KOHCYIBTHPOBaHUH A€()EKTOIOTa BBISIBICHO
HapyIlLCHUE [T03HABATEIbHOTO PA3BUTHS.

3axmouenue. Knuandeckuil cirydail mpeicTaBiseT UHTEPEC
U3-3a PEIKOCTH IPE/ICTABICHHON MTaTOIOTHH, a TaKKe MPH3BaH 00-
paTHTh BHUMaHHUE CIIELHAINCTOB HA Pa3HOOOpa3re KIIMHUIECKHX
MIPOSIBIICHUH, COMYTCTBYIOIMX 3a001€BaHUi 1 HapyeHus Gpu3u-
YECKOTo pa3BUTHS peOEHKA.

k sk ok

CUHOPOM XAHTEPA Y MAJIbYUKA

XacaHoBa E.T.

Hay4HbI pykoBoguTenb:
KaHA. mea. Hayk E.A. BoTHukoBa

VMxeBckasi rocyaapCTBeHHas MeanUMHCKasa akagemus
Mwunsgpasa Poccun, Mxeck, Poccusa

Knrouesnie criosa: knuHu4deckuli criydad, 0emu, CUHOPOM
XaHmepa, duazHocmuka

Axmyanonocms. Cunapom XaHTepa (MyKOMoJIucaxapu-
no3 II tuma, MIIC II) — 3T0 MeTaboauveckoe 3aboyieBaHuUE,
BBI3BAaHHOE JIE(PUIIUTOM WM OTCYTCTBHEM (epMeHTa UAYPO-
HaT-2-cynb(arasbl, y4aCTBYIOLIETO B PaCUICIJICHUH JBYX TJIMKO-
3amuHorukanoB (IAI') — nmepmarancynbdara u renapancyiib-
¢ara. lepuut GpepMeHTa MPUBOIUT K HAKOIIJICHUIO MYKOTIOJH-
caxapuioB B oprann3Me. A" HETOKCHYHBI, HO UX HaKOIUIEHUE B
OpraHu3Me NPUBOAMT K pa3HOOOPa3HBIM MPOrPEeCCUPYIOIIUM Ha-
pywenusm. HacnenoBanue cunapoma XaHTepa UMEeT peliecCrB-
HBIH, CIIETIEHHBIN ¢ X-XpOMOCOMOH, Xapakrep. [lomymsauonnas
yacrora MIIC II Tuna — 1 pederok Ha 140—156 ThIC. )KUBBIX HO-
BOPOXKIEHHBIX MaJIBIMKOB.

Onucanue kaunudeckoeo cyyas. B nequarpudeckoe otTene-
HHE MTOCTYIIIII MaJIBYUK 15 51eT ¢ xanobaMu Ha 3a7epKKy IICHXO0-
peueBoro pa3BUTHs, HAPYIICHUS MTOBEJCHNUS, TUIIEPAKTUBHOCTD,
OTrpaHHuYEHHUE JIBKEHHUH B CycTaBax, TyTOIOABMXHOCTh U Jie-
(dopManuio cycTaBoB, XOXKIeHHE HAa HOCOUKax. OTMedanuch Obl-
CTpast yTOMIISIEMOCTb, Xpall BO CHE, CHIDKEHHE cyXa. B Bozpac-
Te 5 net ObL1 nocTapieH auarno3: Cunnpom Xanrepa (MIIC II).
[Huarno3 noareepxnaén JJHK-anarnoctukoi, pekoMeHoBaHa mno-
JKH3HEHHAs (epMEHTO3aMECTUTENbHAS TepaIys MperapaTroM dJa-
mpasa (uaypceynbdasa) B 1o3e 0,5 MI/Kr exeHeIeIbHO. BhIsBIIeHbI
XapaKTepHbIEe JUIsl TAHHOTO 3a00JIeBaHus MPU3HaKH. [ aprommmye-
CKH€ YepThI JIUIA: MaKpoliedaus, BBICTyNArOIIHe JIOOHbIC OyTphI,
3amaBlIas IEPEeHOCHUIIA, IINPOKO PAacCTaBICHHbIE IT1a3a, KOPOTKUE
HOCOBBIE XO/IbI C BEIBEPHYTHIMU KHAPYXXH HO3APSIMH, IIOJyOTKPbI-
TBIA POT, MAKPOIJIOCCHUS ¥ TUNEPIUIa3us NECEH, YTONEHHBIE TY-
Obl; KOpOTKas I1esi, HU3Kas JIMHUS POCTa BOJIOC Ha JIOY, JJIMHHbIE
T'YCTBI€ PECHHIBI U OPOBH, KECTKHE, PSAMbIE, CBETIIBIE BOJOCHI;
HeTipaBUJIbHAsE opMa rPyHON KIETKH; OTCTaBaHUE B POCTE, YKO-
PpOYEHHBIE KOHEUHOCTH, IIUPOKUE JIAIOHH, CTOIIBI; MHOXKECTBEH-
HBII AN30CTO3, TYTOIMMOABMIKHOCTL B CyCTaBaX, MOXOAKa «BIICpPE-
BAJIKY» M3-32 BO3HUKAIOMINX KOHTPAKTYpP; CUCTOIMYECKUN IIyM
B Cep/lle BCIEICTBUE MOBPEKICHUS KIIAIIAHOB HAKOIHBIIMMUCS
MYKOTIOJNHCaXapHaaMH.

3axniouenue. B iepBbIe TOABI )KU3HH y A€TEH MOTYT HE Ha-
OnronaThCs MpU3HAKU 3a0osieBaHus. MeToaMu paHHEH AUarHo-
CTHKH SIBJISIETCS MOJIEKYJISIpHO-TeHeTHueckoe uccnenoanue JJHK
Ouorrara BOpCHH XOpruoHa Ha 9—11-ii Hexensix 6epeMeHHOCTH, Ha
18-22-i1 Henene BoaMoxkHO onpeneneHne [Al B aMHHOTHYIECKOI
*uIKoCcTH. [TocTeneHHO MPOUCXOANT HAKOIUIEHHE OOIBIIOTO KO-
nuuectBa ['AT, B Bo3pacte 3—8 JieT u cTapiiie CHMITOMBI 3a00J1e-
BaHUS HAYMHAIOT MIPOSABIATHCA KIMHUYECKHU. [IpH KOMIUIEKCHOH
OLICHKE COCTOSIHUS 37I0pOBbS IETeH paHHETo BO3pacTa HeoOXou-
Ma HaCTOPOXXEHHOCTH IEUATPOB VIS AUATHOCTUKU 3TOU PEAKOH
(hOpMBI MaTONIOTHH.
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OCTEOXOHAPOMNATUA rONOBKU BEQPA Y OETEN

Xachusosa 1.M., XacaHoBa E.T.

Hay4HbI pykoBoguTenb:
KaHA. mea. Hayk E.A. BoTHukoBa

VxeBckasi rocyaapCTBeHHas MeanuMHCeKasa akagemus
MwuHsgpasa Poccun, Mxeck, Poccusa

Knrouesnie criosa: knuHu4eckul criyqal, demu,
ocmeoxoHOponamus eonosku bedpa, duaezHocmuka

Axmyanvrocmo. bonesns Jlerra—Kansee—Tlepreca (BJIKII),
WJIM OCTEOXOHPOIIaTus rojioBku Oenpa, — (opma naronoruu Oe-
JIpeHHOH KocTH u TazobenpenHoro cycrasa (TBC), B ocHOBe Ko-
TOPO JISKUT HApYIICHHE KPOBOCHAOKEHHUS TOJIOBKH OEIPEHHOM
KOCTH C TTOCTETICHHBIM pa3BHTHEM e€ Hekpo3a. [lepBas craaus 3a-
OosieBaHMs OOpaTuMa Mpu OJNIArONPHUATHOM TEUCHHUH (HEOOIBIION
00BEM ouara HeKpo3a). 3a0oJeBaHUE MOXKET Pa3pPEIINThCS /10 Ha-
yajna pa3BUTHUS JeQOopMalMy rOJIOBKU Oeqpa, HO IHArHOCTHKA B
9TOT MEPHO]] 3aTPYAHCHA: PEHTICHOIHMATHOCTHKA HEMH(OPMATHB-
Ha. PacnpocTpaHéHHOCTB 3TOi# (popmbl maronoruu — oT 0,4 1o
29 na 100 TrIC. meTeit, BoIsABIsAETCS B Bo3pacTe 4—12 e, wame y
MAaJIBYMKOB, 4eM y JeBodeK. D HEKTUBHEIN pe3ynsrar KoHCepBa-
tuBHOTrO JieueHus: BJIKII cocraBnsgeT 2—4 rona, ogHaKO JOCTUTaA-
eTcst oH He OoJsiee ueM B 50% ciryuaes.

Onucanue xnunuyecko2o ciyyas. Mansuuk, 9 JeT, npu mo-
CTYIUICHUH B TPABMAaTOJIOTHYECKOE OT/ICTICHHE MPEBSBIISII HKAaJ0-
ObI Ha 00K M orpaHHYEHUE ABMKEHHs B o0iacTr npasoro THC.
Juarno3 BJIKIT 6bu1 octasieH B Bo3pacte 4 set. Ha penTreno-
rpamme: 3HauuTeIbHbIC u3MeHeHus B obnactu THC — B npsimoit
MPOEKINU JAUAarHOCTHPOBAJIACh CIUTIOIICHHAs TOJIOBKa Oenpa ¢
YaCTHYHBIM BBIBUXOM B TIOJIOCTH BEPTIY)KHOU BIAHHBI, YKOPO-
YEeHUe MEeWKN ¢ yIaCTKaMH HEKPo3a TOJOBKH, YTO COOTBETCTBY-
eT 3—4 crenenn ocreonaruu. [lomydan ¢pusnoreparneBTHIECKOS
JiedeHre, BBIICAH C HEKOTOPHIM yiydineHueM. JleBouka, 6 e,
IPH MOCTYIUICHUH TPEIbABISIIA )KAI00B! HA XPOMOTY U OTPaHU-
yeHue aBrxeHus B oonactu nesoro THC. bonbHa Ha IpoTsHKeHUH
3 ner. Habmonaercs ¢ quarnozom BJIKII 3 crenenu. Ilpu ocmo-
Tpe — YKOpOYEHHeE JIEBOH HOTH Ha 1,5 cM, pe3koe orpaHHYCHUE
potaruu steBoro THC. Ha peHTreHOrpaMme — CHH)KEHHE BBICO-
TBI TOJIOBKH JIEBOTO Oelpa ¢ y4acTKaMH HEKpO3a M yKOPOUSHHUEM
meliku OenpeHHol koctu. [locne KOHCepBAaTUBHOTO JICUCHUS —
HEKOTOPOE YITyUIllICHHE.

3axnrouenue. Knuanueckue cumnromsl BJIKIT B Hauane 3a-
0oJIeBaHHS CKYIHBI HJIH OTCYTCTBYIOT. [IepBBIMH CHMIITOMaMHU
3a00JIeBaHNUs SBISFOTCS KaJOObI HA YCTAJIOCTh BO BPEMS XOIb-
051, XpomoTy, 60k B TBC, ncue3aromias B MOKOE WK BO BpeMs
cHa. Jleuenue nereit ¢ BJIKII mpenmonaraer npoaomKUTENbHYIO
peabuuTanuio: JieueOHYr TMMHACTHUKY, TOHU3UPYIOIIUN Mac-
CaX, DIEKTPOCTUMYIIAIHIO MbI B obnactu TBC. B pesynbra-
Te MpeKpanaeTcs MporpecCHpPOBaHe MUOTPODHH U COXpaHSIET-
s GyHKIMOHATIbHAS aKTUBHOCTB cycTaBoB. [Ipu HeaddhexTnBHO-
CTH KOHCEPBaTHBHOTO JICYEHHS U UCTIOIb30BAHMUS OPTOIIENIECKUX
HPHUCIOCOOICHUH PEKOMEHTYETCSI XUPYPTUUECKOe JIeUeHHUE: IHI0-
MPOTE3UPOBaHKE, TYHHEIU3AIHs, YCTPAaHEHHUE B3aUMHOTO JJaBlie-
HUSI TOBEPXHOCTEH CycTaBa M KOHTPAKTYP MBIIIII.

BIUAHUE NA3EPHOW KOATYNALUK
NP PETUHONMATUN HEOOHOLLEHHbIX
HA CTPYKTYPHbIE OCOBEHHOCTU CETHYATKU

XnonkoBa l0.C., MakoroH C.WU.

HayuHble pykoBoautenu: H.B. lop6aueBa,
0.U. UBaHoBa

AnTanckui rocyaapCcTBEHHbIN MEANLMHCKUA YHUBEPCUTET
MwuH3gpasa Poccuun, BapHayn, Poccus

Kniouesble criosa: demu, pemuHonamusi HEOOHOWEHHAIX,
onmuyeckasl KoeepeHmsasi momoapaghusi, azepHasi
Koaaynsyusi

Axmyanvnocms. JlazepHas KOaryisiys aBacKyIspHBIX 30H
CeTYaTKH SBJSETCSA NMPU3HAHHBIM COCOOOM JIEUEHUS! aKTUBHOU
nporpeccupyoei petuHonaruy HenoHomeHHsx (PH) n npodu-
JIAKTHKH Pa3BUTHUS TOHKENBIX POpM 3a00JIeBaHHs ¢ HEOOpaTUMOH
norepeit 3penus. [IpuMenenne onTHYECKO KOTEPEeHTHOU TOMO-
rpaduu npu PH no3BosisieT AeTanbHO U3YYUTh MUKPOCTPYKTYp-
HbIE OCOOEHHOCTU CETYaTKH, T.K. COCTOSHHE CET4aToi 060104-
KM HarpsiIMyIo BIUseT Ha (JOPMUPOBAHHUE 3PUTEIIbHBIX (DYHKIUIA.

L]ens: BBIABUTH CTPYKTYpHBIE OCOOCHHOCTH CETUaTKH y Jie-
teit ¢ PH mocre nazepHoit Koaryasiun ceT4aTKy.

Mamepuanst u memoosi. O6cnenoBano 36 nereii (72 raza)
B Bo3pacte 6—15 net. B 1-1o rpynmy Bouutu 15 nereit (30 mas) ¢
0-1II crenensimu py6uoBoil Gassl PH (c camonpou3BonbHBIM pe-
rpeccom). Bo 2-1o rpynmy Bouutu 6 gereit (12 maz) ¢ Il crene-
HbIO pyOLoBOi PH mocie na3zepHol Koaryisiuy aBacKy/ISIPHBIX
30H CETYATKH B aKTHBHOW (Da3e 3aboneBanus. B 3-to rpymmy Bo-
nud 15 370poBBIX AOHOMIEHHBIX neTed. Becem manumenTam npo-
BOAMJIOCH CTaHAAPTHOE OTanbMOIOTHUecKoe 00cIea0BaHue, a
TaK)Ke BBIIIOJIHEHA ONITHYECKasi KOrepeHTHass ToMorpadusi MaKy-
JISIPHOW 30HBI CETYATKH.

Pesynomamut. Tlpu onTHYECKOW KOTEPEHTHOW TOMOTrpaduu
YCTAaHOBJICHO 3HaYMMOE YBEJINYECHHUE TOIIIMHBI IEHTPAJIbHOM 30-
HBI CeTYaTKu y Jietei 1-i u 2-i rpynm (287,09 £ 24,61 u 302,27 +
18,60 MM cootBeTcTBeHHO; p < 0,01) M0 CpaBHEHMIO C AETHMH
3-ii rpynmet (270,29 £ 17,27 MxkMm), npuuéM HauOosbIIas TOJIIHU-
Ha LEHTpaJIbHOI 30HBI ceTuaTku y gereil ¢ PH ormedena y 60ib-
HBIX 2-# rpynmsl (p < 0,05). Y meteit 2-i rpymimbl BRISIBICHO yBe-
JIMYEHHUE TONIIMHBI HApyKHOTO SIEPHOTO CJIOA B LIEHTPE MaKy-
ael (112,71 £ 13,13 mxm; p <0,01) no cpaBHeHuto ¢ 1eTbMu 1-i
(112,71 £ 13,13 mxm) u 3-if rpynm (102,5 £ 14,47 mxm). Yera-
HOBJICHO, YTO Y€M MEHbIIIE TeCTAIMOHHBIA BO3pacT 1 Macca Teja
OOJIBHOTO TIPH POXKICHUH, TEM OOJIbIIIE TOJIIMHA CeTYaTKH ( =
—0,80) u TommuHA Hapy)XHOTO siepHoro cios (r = —0,67) B eH-
TpaJIbHOM 30HE y AeTei 2-1 rpynmsl. Y neteid 1-it u 2-i rpymi oT-
MeuaeTcsl HaJlMuue BHYTPEHHHUX CIIOEB ceT4aTKH B IieHTpe (68,12
1 100% COOTBETCTBEHHO), UTO, BEPOATHO, 00YCIIOBIUBAET YBEIIH-
YeHHUe TONMIUHEI ceTyatkul (# = 0,7). YeM MeHbIlIe CPOK recTalluy,
0co0eHHo y netei 2-i rpynmsl (r =—0,74), u Macca Tena npH po-
skpernd (r = —0,37), TeM BEIIIe BEPOATHOCTh HAIMYHSI BHYTPEH-
HUX CJIOEB B IIGHTPAJIbHOM 30HE CETUaTKH.

3axnouenue. JInst netet, mepeHECIINX JTa3epHYI0 KOATYISIHIO
ceTyaTky B akTUBHOH (haze PH, xapakrepHO yBenMueHUE TOMIIH-
HBI CETYATKH, HApY>KHOTO SIEPHOTO CJIOSI, HAJTMYHE BHYTPEHHUX
c0€B B IIEHTpaIbHOHU 30He. Hamnune naHHBIX 0COOEHHOCTEH,
BO3MOJKHO, CBA3aHO C BIMSHHUEM JIA3€PHOM KOaryysiiMy Ha Ipo-
reccol popMupoBanus u A HepeHIIUPOBKH MaKyJISIPHOM 30HBI.

* %k ok
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HEMOJMHbIA CUHOPOM CIIMBOBOIO XXUBOTA,
OCJOXHEHHbIA BPOXOEHHbLIM
XUNOMNEPUTOHEYMOM

Xoxnosa A.l., 3usrokuHa K.C.
HayuHbin pykoBoauTens: poueHT E.A. CapkucsaH

Poccuncknin HaumoHanbHbIA UccreaoBaTenbCKui
MeauLMHCKn yHusepeuteT nmenn H.W. Muporosa
Mwun3zgpasa Poccumn, Mockea, Poccus

Knrouesnbie criosa: knuHu4eckul criyqat, demu, cUHOPOM
C/1IU808020 XUeoma, duazHocmuKa

Axmyansrhocms. Cunapom cirBoBoro xusota (CCX) — pen-
Ko€ BpOXKAEHHOE 3a00J1€BaHKe, TIPOSBIISIONIEEC aHOMAIUIMH MO-
YEBBIBOASAIINX ITyTeH, TUITOTUIA3UEH MBIIII] ITepeIHel OpronTHON
CTEHKHU U KpUNTOpXu3MoM. BrisiBinens! 14 reHoB, MyTanuu KOTO-
poix mpuBoasaT k CCXK. XapaxktepHast Tpuaza 3TOT0 CHHIPOMa
BCTpPEUAETCs HE BCET/A, a TSHKECTh COCTOSHHS IIPH 3TOM 00y CII0B-
JIUBAIOT COIYTCTBYIOIIME MTATOJIOTHH.

Onucanue kaunuueckoeo cayyas. Manpsauk [l., oT Marepu
20 nert, oT 2-ii OEPEeMEHHOCTH, 2-X CPOUYHBIX poaoB. bepemeH-
HOCTb IPOTEKaa ¢ TSHKEIBIM TOKCHKO30M, YTPO30H IpephIBa-
Hust. Ha mepBUYHOM CKpHHHMHTE OB BBISBICH acluT uioaa. Po-
JopaspelieHue Ha 36,5 Hezese recTaliu, POIUIICs KUBOW HeJ0-
HoweHHbIH ManbuuK. [lpu poxxaennu macca tena 4000 1, uimHa
Tena 52 ¢M, oleHKa 1o mkaire Anrap 5/6 6amios. Tsokénoe co-
CTOSIHUE TIPH POXKICHUH TPeOOBaJIO MPOBEICHUS PEaHNMALMOH-
HBIX MEPOIIPUATHH C IEPBBHIX MUHYT >KU3HU. B ycroBusx otnene-
HYS peaHUMAlU U HHTEHCUBHOW Tepauy HOBOPOXKIEHHBIX OBLI
YCTaHOBJICH APEHaX OPIOLIHOI MMOJIOCTH B CBS3U C BPOXKIEHHBIM
aciuroM. [To npeHaxy exeaHeBHO 0TX0nmI0 0Koio 200 M1 xu-
KocTH ¢ auMdonuTapHeiM 1uTo30M. Ha 7-e cyTKu >XH3HU cocTo-
stHUE OBLIO CTaOMIN3UPOBAHO M PEOEHOK MepeBeIEH B OTIEIICHNE
BTOPOTO dTala BEIXa)XKWBAHMS MHOTONPOQHIBHOTO CTalMOHAapa.
[Tpu ocMoTpe 0coboro BHUMaHHUs 3aciyKuBaia Gopma KHBOTA
pebEHKa: Typrop CHHXKEH, KOXKa CKJIaa4arasi, nepepacTsiHyTasl.
Hannyue nanHoro cumnroMa 00ycIOBHIIO TANbHEHIINIA JrarHo-
cruueckuii nouck no nosoxy CCXK. [1o maHHBIM 1IUTO- U MOJIE-
KYJISIPHO-TeHETHYECKOTO HCCIIEOBaHMUS KapHOTHUIT peO&HKa — 46
XY, BBISIBICHHI Jieennu XpoMocoMbl 17q12, oxBaTsiBatomye red
HNF1p, Bxonsumi B 14 reHoB, csazanHbix ¢ CCXK. Ha 14-e cyT-
KU JKH3HU COCTOSTHHE PeOEHKA 0CTAaBAIOCh CTAOMIBHO TSDKEIBIM,
Obly1a BBISIBIICHA CBOOOJHAS YKUIKOCTh B MEPUKapJIe 3a MPaBbIM
npencepaueM 1o 4,5 MM. BBUAY OTCYTCTBUSI TEHICHIIMU K CaMO-
CTOATENLHOMY Pa3pelieHuro acuuTa Ha 20-e CyTKH KU3HU ObLIH
BEITIOJTHEHBI PEIPEHUPOBAHNE OPIOIIHOM MOJIOCTH U BBEACHHE
ckiepo3anTa. [Iponenypa nposeznena 4 pasa, Ha (HoHe Jero sBie-
HUS XMJIONIEPUTOHEYMa pa3pellmiinch. B Bo3pacTe 2 Mec KU3HU
a0ZIOMUHAJIBbHBIN JpeHax ObLI yHanEH.

[ManueHT BBIMKCAH ciycTs 71 JeHb CTAIIMOHAPHOTO JICUCHHSI.
CocTostHHE TIPH BBINIACKE YAOBIETBOPHTENbHOE. Ha 1aHHBINH MO-
MeHT peOEHKY 9 Mec, (Pu3nUecKoe U HEPBHO-TICUXHYECKOE Pa3BH-
THE COOTBETCTBYIOT BO3PACTY.

3axnouernue. PaznooOpazue aHOMaJMil 00yCIIOBICHO pas-
JIMYMEM TeHETUYECKUX MYyTalui, Bhi3biBatoinx pazsurue CCXK.
06bém neuenus CCXK tpebyet MHIUBHIyaIbHOTO HOAXO0/a U 3a-
BHCHT OT BBIBICHHBIX (OpM Maroioruu. Y AeTeld ¢ HEeNOIHOM
tpuanoit CCXK 3aboneBaHue uMeeT OArONPHUSATHOE TEUCHHUE, a
10 POCTY M PA3BUTHIO TAaKUE AETH COOTBETCTBYIOT CBEPCTHHKAM.

BPOXOEHHAS LUTOMEIANIOBUPYCHAS
WH®EKLUMNSA Y PEBEHKA C HACNEOQCTBEHHbLIM
COEPOLIUTO3OM

Xoxnosa A.M., MupoHosa B.A.
HayuHbI pykoBoauTenb: goueHT E.A. CapkucsH

Poccuricknin HaumoHanbHbIN ccrneaoBaTenbCKui
MeauuUHCKuiA yHusepceuteT nmenn H.W. MNMuporosa
Mwun3zgpasa Poccun, Mockea, Poccus

Knrouesbie criosa: knuHudeckuli criydad, 0emu, 8pox0EHHas
yumomeeaasnosupycHasi UHGheKyus

Axmyanvrocmo. BpoxxaéHHas LUTOMETaIOBUPYCHAsE HH(EK-
nus (BLIMBH) pacripocTpaHeHa IOBCEMECTHO U XapaKTepHU3yeT-
Csl MyJIBTUCHCTEMHBIM MOpPa’KeHHEM OopranuiMa. B knmmHndeckoi
kapruHe BLIIMBU uwacto Habnromaercs aHeMusl, HIMEIOIIas yMe-
peHHbIN xapakTep. Hannuue TsKENBIX reMOIMTHYECKUX KPH30B,
TpeOyromuX 4acTeIxX remorpancdysuit y gereit ¢ BLIMBU, mo-
KET OBITh CBSI3aHO C COIMYTCTBYIOIIUM HACJIEICTBECHHBIM Ae(eK-
TOM CTPOEHHS 3PUTPOLUTOB.

Onucanue xkaunuueckozo ciyyas. Peoénok M., ot 4-it Oepe-
MEHHOCTH, 3-X pooB Ha 35,6 Hex recraru. [lpu poxnenun mac-
ca tena 2620 r, anmuHa Tena 48 cM, olieHKa no mkane Anrap 2/3/5
6a10B. COCTOSIHUE TIPU POXKICHUH TSDKENOE, 00YCIOBICHO BPOXK-
JEHHOI reHepann30BaHHON HH(EKIUEH, IPEANOI0KUTEILHO BU-
PYCHOM 3THOJIOTUH, OCIOKHUBIIEHCS] HEMIMMYHHOMN BOJSTHKOM TIJIO-
J1a, XUIIOTIEPUTOHEYMOM, (peTabHBIM TeIIaTHTOM, MHOKAPJHTOM,
BpOXIEHHOH ITHEBMOHHUEH Ha (oHe runoriazun JErkux. C poxe-
HHS OTMEYajach BBIPKCHHAsI aHeMus, TpeOyromias MPOBEACHUS
MHOTOKPAaTHBIX reMoTpaHcdysuil. [Tpu o0cnenoBanun y pedbénka
BBISIBJICHBI rUNepOunupyorHeMus (222,8 MKMOJIB/JT), TPOMOOLIUTO-
nenust (74,0 x 10%/n), runepdeppuruaemust (3190,4 ur/mi), remna-
TOCIUIeHOMeTanus (1e4eHb +9 cM, cene3eHka +7 ¢M), CHHAPOM 11~
Tonm3a, coxpansiachk anemust (80 r/:1). Meromom TP oOHapyxe-
Ha JIHK nuTomeranoBupyca y peOeHka Ha 3-i Hefiene KH3HHU, YTO
MO3BOJIMJIO YCTaHOBUTH uarno3: BIIMBU, manugecthas ¢popma.
Brun Ha3HaUEHBI TaHIMKIIOBUD U CIIelU(PUYESCKI aHTUIIUTOME-
raJIOBUPYCHBIH MIMMYHOIJIOOYIJIMH, 1T03Ke TaHLIUKJIOBUP ObLIT 3aMe-
HEH Ha BAJITaHIMKIIOBHP C MOJIOKUTENbHOM quHaMukoil. Hecmo-
TPsl Ha NPOBOJUMOE JIEUEHHUE, JIIUTEILHOE BPEMs COXpaHAJach
NOTPEeOHOCTh B reMOTpaHc(y3usx, 0TMEYaOCh CHUKEHHE OCMO-
TUYECKOH PE3UCTEHTHOCTHU SPUTPOLUTOB U cABUT KpuBoH [patic—
JI>xoHca BIEBO, UTO ONPEAEIUIO AUATHOCTUYECKUH IIOMCK B CTO-
POHY HaCJIeICTBEHHBIX TeMOJIMTUYECKUX aHeMUil. BriocnencTeun
OBLT TMarHOCTHPOBAH HACIIEICTBEHHBIN C(HEPOLUTO3 C FeTePO3H-
roTHO# MyTarue rena SPTA2. B HacTosmuit MOMEHT peOEHOK B
Bo3pacTte 1 roja HyKaaeTcs B pery/sipHOi roCIMTaIU3aliy B re-
MATOJIOTUUECKHE OTACICHUS I KOPPEKLIUY aHEMHUH, PACCMAaTpPU-
BAETCsl BOIIPOC O MPOBEICHUU CILICHIKTOMUM.

3axknouenue. Hanuune TsOKENONH aHEMHH U CHHXKEHHE OC-
MOTHYECKOW PE3UCTEHTHOCTH 3PUTPOLUTOB HE XapaKTepHO IS
kinaccuyeckoro teuenrs BIIMBU. B ¢Bs3u ¢ 3TUM KIIMHUIMCTAM
HEoOXOOMMO PacUIMPATh AUATHOCTUYECKUH TIOMCK B CTOPOHY Ha-
CIIEZICTBEHHBIX FeMOIMTHUYECKUX aHeMuit y aereit ¢ BLUIMBU, Tpe-
OyIOImHUX 4acThIX TpaHCc(y3ull SpUTPOIIUTApHOI B3BECH.
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OCBEAOMJIEHHOCTb POOUTENEWN
NnoO BOMPOCAM BAKLIMHOMNPO®UINAKTUKA

Xpynésa A.M.
HayuHbi pykoBoguTtens: U.B. MusHiop

PsizaHcknid rocyqapCTBEHHBIV MEOULMHCKUIN YHUBEPCUTET
umeHn akagemuka W.I. NMasnosa MuHsgpasa Poccuuy,
PsasaHnb, Poccusa

Knroueabie crioga: demu, eakyuHayusi, 0c8e00MIEHHOCMb
podumeneli

Axmyanvnocme. BakuuHanus sBisercs caMbIM 3(dexTus-
HBIM M MacCOBBIM CIIOCOOOM IIPENOTBPALICHUS MHOTHX HH(EK-
LUOHHBIX OOJe3He!, CO3MaHus KOJUIEKTUBHOTO HUMMYHUTETa H
YMEHBLICHHS YPOBHSI CMEPTHOCTH CpeIii AeTel pa3HbIX BO3pAcT-
HBIX TPYII 10 BCeMY MHpY. Bompoc 0 3HaYMMOCTH BaKIUHONIPO-
(uIakTHKN OCTAaETCsl aKTyalIbHBIM, T.K. CYIIECTBYET MHOXKECTBO
(hakTOpOB, KOTOpPBIE MOTYT HOBJIMATH HA PEIICHUE PONUTENEH B
10JIb3Y OTKAa3a OT He€: COLUAIbHO-CTAaTyCHbIE, KOTHUTUBHBIE, T10-
Be/ICHUECKHE U MHBIE.

L]eny: onpenenuTh OCBEIOMIIEHHOCTh POIUTENIEH O BAKIHU-
HONPO(UIAKTUKE AETEH, HAXOAAINXCS O HaOMI0eHUEM Mei-
aTpUIECKOil CiryxObI.

Mamepuanvl u memoowi. PazpaboTana UHAUBUyaJIbHAS aH-
Kera Juis onpoca poxureneld. [lepBuynblii Marepuan ObLI MOTY-
4YeH METOJIOM aHKETHOTO orpoca 236 poauteneii.

Pezynomamul. YCTaHOBIICHO, YTO OOJIBIIYIO YacTh ONPOIIEH-
HBIX COCTaBMIIN KEHIIMHBI — 83,3% (n = 197). Cpenu onporieH-
HBIX BbICIIee oOpasoBanue numenu 62,7% (n = 148) pecrnioHneH-
TOB, cpennee cneuuainboe — 30,5% (n = 72), HenonHoe cpenHee
cnenuansHoe — 6,8% (n = 16). OcHOBHBIE BO3PACTHbIE TPYIIIBI
pecrionenToB: 31-36 ner — 30,1% (n="71), 3740 ner — 22,9%
(n=54), 41 n 6onee — 21,6% (n =51). Ha Bonpoc o uucne nereit
B CEMbsX ONPOUICHHBIX OOJBIIMHCTBO YKa3anu Ha |1 peO&Hka —
28,3% (n = 66), 2 nereit — 57,1% (n = 136), 3 nereit — 10,3%
(n = 24), 4 nereit — 2,6% (n = 6), 5 nereit u 6onee — 1,7%
(n=4). IlonoxuTeapHO K BAKIIUHAIIMHA OTHOCUTCS OOJIbIIast 4acTh
pomureneit — 89,9% (n = 221). [To uctouHrkamM HHOOPMALIIH O
BakuHonpodunaktuke: 53% (n = 188) onpoIeHHBIX NONTYYHIIH
UH(OPMAIMIO OT MEIULIMHCKUX PabOTHHKOB, 19,4% (n = 69) —
U3 CpencTB MaccoBoi uHdopmanuu, 17,2% (n = 61) — u3 meau-
LUHCKOHN JIUTEpaTyphl. XOTeNU Obl YTOYHUTH HH(POPMALIUIO O BaK-
nuHonpogunakruke 18,2% (n = 43) onpomenHsix poauteneid. Ha
BOIIPOC O 3HAYUMOCTH BaKIWH, BXOAAIIMX B HannoHampHbINA Ka-
NeHaaps npuBUBOK Poccuiickoit Denepaiiuu, OOIBIIMHCTBO PO-
qureneit (68,5%; n = 161) oTMETHIN 3HAYMMOCTb BaKLIMHALIUH
npotuB Beex uHpekuit. Onnaxo 27 (11,5%) pecrioHAeHTOB yKa-
3aJIM Ha MaJIOBR)XHOCTh BAaKIIMHALMU MIPOTHUB CE30HHOTO I'pUII-
na, 22 (9,4%) — poraBupycHoil uapexuun, 21 (8,9%) — Berps-
HOM ocmibl; 15 (6,4%) ONPOIIEHHBIX CYUTAIOT, YTO BAKIIMHOIPO-
(uaKkTHKA HE BaXKHA.

3axnouenue. bonpIIast 4aCTh POAUTENIECH MONOKUTENBHO OT-
HOCHUTCS K BakuuHonpoduiaktuke. OqHAKo POAUTENIHN HE B MOJI-
HOM 00b&éMe BiajeloT uHpopmanueil o BakuuHanuu nerei. He-
00X0mUMO OOJNBIIE W AOCTYITHEe HHPOPMHUPOBATh HACEICHHE O
3HAYAMOCTH U HEOOXOANMOCTH BaKIMHONPO(PHIAKTHKH TETCKUX
UHQPEKIHA.

ONbIT IPUMEHEHUSA CUCTEMbI OYUCTKMU
ObIXATENbHbLIX MYTEN YANGKUN YK-800
Y PEBEHKA C NEPBUYHOMN LUNTUAPHOW
OVNCKWUHE3UEN

Llesapuk B.A.
Hay4Hbin pykoBoguTtens: npod. O.U. CumoHoBa

HaumoHanbHbI MEOULMHCKUI UCCrefoBaTeNbCKUN LEHTP
3gopoBbs geten Munsgpasa Poccun, Mocksa, Poccus

Knouesnbie criosa: knuHu4eckul cryyvali, demu, nepeuyHasi
yunuapHasi QUCKUHe3Us, neyeHue

Axmyansnocme. IlepBudHas nunuapHas AUCKUHE3USI — 3TO
TCHETUYECKH JETCPMHUHHPOBAHHOE 3a00JIeBaHKE, TIPH KOTOPOM
MOPaXKarOTCs MOAABHIKHBIE CTPYKTYpPHI KiieTok. OCHOBHOMH Ipo0iie-
MOW NpH NMEPBUYHON [IUIHAPHON JUCKUHE3NH SBJISETCS Hapylle-
HHE BBIBEICHHSI MOKPOTHI U3 JBIXaTeNbHBIX MyTEH, 9TO PUBOIUT
K MYKOCTa3y, AeCTPYKIMHU JETOYHON TKAaHU X BTOPUYHBIM HH(EK-
IIMOHHBIM OCJIOXXKHEHHAM. KuHe3uTepanus, HapaBleHHas Ha MO-
OMIM3AIMIO U BAKYALHI0 MOKPOTHI U3 JbIXaTeIbHBIX IyTeH, —
Ba)kKHasi OCHOBA JICUEHHS MAIIMEHTOB C JaHHBIM 3a00JIEBaHUEM.

Onucanue kaunuyeckozo cayqas. JleBouka A., 15 met 7 mec,
ObLTa TOCTTUTAIN3UPOBAHA B ITYJIBEMOHOJIOTHYECKOE OTHEIECHHE C
JMarHO30M: BPOXKAEHHBIN MOPOK Pa3BUTHS OPOHXOB: CHHIPOM
MIEPBUYHON LUITHAPHOH AUCKUHE3UU, XPOHUYESCKUH OPOHXMT, JIbI-
XaTeJbHas HEJOCTaTOYHOCTb | CTENeHH, ABYCTOPOHHUI XpOHUYE-
CKUI1 pUHOCHHYCHT, C ’ka100aMH Ha 4acTbIi BIQKHBIN IPUCTYIIO-
00pa3Hblil Kalenb, OT/e/IeHne THOWHON MOKPOTHI U OOMIIBHOE OT-
nensieMoe U3 Hoca. V3 aHaMHe3a BBIBICHO, YTO PeOEHOK OOJIeH
C POXIIEHHS, 10 7-J€THEr0 BO3pacTa OTMEYAINCH eKEeMECSIHbIe
OCTpBIE PECIHPATOPHBIC BUPYCHBbIE MHPEKIUN ¢ 000CTpEHHEM
OpOHXONErOYHOTO MpoIiecca, a TAKIKE OOMIIBHBIM THOMHBIM OT/Ie-
JIIEMBIM M3 HOCOBBIX XO/IOB, YCHJIGHHEM BIIQYKHOTO MPHUCTYIIO-
00pa3Horo Kanuig ¢ yaymseM. J{Bakpl HepeHecsa MTHEBMOHUIO —
B 2017 u 2018 rr. [Ipm ocMoTpe: HOCOBOE IBIXaHWE YMEPEHHO 3a-
TPYAHEHO, CIIM3UCTO-THOMHOE oTnensieMoe. B nérkux apixanue
BE3UKYISPHOE C KECTKUM OTTEHKOM, 110 BCEM JIETOUHBIM MOJISM,
GoJblIe €331 BBICIYLIMBAIOTCS rPpyObIe CyXHUe XPHUIIBI Ha BIOXE,
a TaKkXKe pa3HOKaJIHOepHbIE BIaXKHbIE XpUITbL. YacToTa AbIXarelb-
HbIX ABWKeHul 22 B MunyTy. Carypaus 95%. IIpu komnbroTep-
HOW ToMOrpaduu BBISBICHBI IPH3HAKH XPOHUIECKOTO OPOHXU-
Ta, pubpoarenekTasa cpeHel 0T MPaBoro JErkoro. [lamueHT-
Ka TOoJIy4yajia CTaHIApTHYI0 MEIUKAaMEHTO3HYIO TEPamHuio U Kype
U3 5 3aHATUH KUHE3UuTepanueil, BKIOUAIoIIX MacCcax, APeHaxX,
JIBIXaTeIbHYI0 THMHACTHKY U IPUMEHEHHE CUCTEMbI OUUCTKH JIbI-
xatensHBIX myTel Yangkun YK-800. ITocne 3 3ansaTuii GonbHAs
OTMETHJIA yMEHBIIEHHE YaCTOTHI JITU30I0B MPUCTYIO00Pa3HOTO
Kanuisi. B koHIe Kypca carypanus nosbicuiach Ha 3%, 3KCKypcHst
TPYAHOHN KJIETKH YBEIMIMUIACh HA | CM, IIO TAaHHBIM CITHPOMETPHU
YAyHIIUIIACH ITOKa3aTeIn q)yHKL[I/II/I BHCIIHETO AbIXaHUs, IPU 3TOM
CJIETyET OTMETHTD YIY4IIEHUE CKOPOCTHBIX oKasarenei (MOC,
71-76, MOC_, 78-87), 4TO CBHJIETENLCTBYET 00 OYMILEHAN OT MO-
KPOTBI CPETHUX U MEJIKUX JBIXaTeIbHBIX ITyTEH.

3axmouenue. [IpuMeHEHNE CHCTEMBI OUHCTKH AbIXaTEIbHBIX
nyTeit Yangkun YK-800 B koMIuIeKce ¢ KJIaCCHYECKOW KHHE3HTE-
pamnueii (Maccax, JpIxareibHasi TAMHACTHKA) Y TAIIMEHTOB C Iep-
BUYHOM IIMJIMAPHOHN JHCKHHE3WeH MO3BOJISIET MOBBICUTH I deK-
TUBHOCTH OYHCTKH CPETHHUX M MEJIKHX JIbIXaTeNIbHBIX ITyTeH, YTO
YMEHBIIAeT PUCKH Pa3BUTHS BTOPUYHBIX OCIOKHEHUH 1 TTOBBIIIA-
€T Ka4eCTBO >KU3HH MAI[eHTOB.



Poccwuiickuin negnatpudeckun xypHan. 2024; 27. MNMpunoxexue 1

68 https://doi.org/10.46563/1560-9561-2024-27-S1

https://elibrary.ru/ztmqls

HAYYHO-MPAKTUYECKAA KOHPEPEHLIMA CTYOEHTOB M MOJIOAbIX YYEHBIX « CMEPAHCKUE YTEHNA-2024»

KAPOUO-®ALMO-KOXHbIA CUHOPOM,
OBYCNOBNEHHbIW MYTALMUEN B TEHE BRAF

LUunenesa A.O.
HayuHbin pykoBoauTtens: poueHT O.B. MMo6a

MepBbit MOCKOBCKMIA rOCY4apPCTBEHHbIN MEANLIMHCKAIA
yHuepcuteT numenn N.M. Cevenosa MuHsgpasa Poccumn
(CeyveHoBckui yHnBepcuteT), Mocksa, Poccus

Knrouesnbie criosa: knuHu4eckul criyqati, demu, kapouo-
ghayuo-KoxHbIU CUHOPOM, Ouaz2HOCMUKa, Jle4eHue

Axmyanvnocms. Kapano-¢panuo-koXXHbIH CHHIPOM
(K®KC) — penkoe renernyeckoe 3ab0sieBaHNE, OTHOCSIIEECS K
rpynre Ras-maruii, 00yciioBIeHHOe MyTallisIMU B TeHaX Ras/mMu-
ToreHakTHBHpoBaHHOU npotenHknHas3sl (MAPK): BRAF, MAP2K?2
u KRAS, xapakTepu3ylomieecst MHOXECTBEHHBIMH BPOXKIEHHBIMU
AQHOMAJIMSIMU CEPALLA, JIULA, KOXKHU, HEPBHOM CUCTEMBI U APYTUX Op-
raHoB. B GonbuinucTBe ciydaeB KOKC BbI3BaH MyTalusMu B FeHe
BRAF, xopupytoeM OeloK, yJacTBYIOWUIl B pery/siuy KIeTod-
HOro pocTa U muddepeHunpoBky. M3yuenne KIMHUYECKHX MPO-
seiaennii KOKC umeeT BaxkHOE 3HAUEHUE IJI JUATHOCTHKH, JIe-
YEeHHs ¥ IIPOTHO3a 3a00JICBaHHS.

Onucanue knunuyeckozo cryyas. IIpencTaBieH KIMHUYECKUH
citydaii 7-nernero mansunka ¢ KOKC, y kotoporo Obula BbIsBIEHA
MyTarus B TeHe BRAF ¢.1495A>C (chr: 140477813T>C) B rete-
po3uUroTHOM coctosiHuM. IIpoBeieHa Banmuanys JaHHOTO BapuaH-
Ta, TEHETHUKOM OB BEICTABIICH BhILIEYKa3aHHBIN Anarno3. V3 ana-
MHe3a ObUIO BBISIBIICHO, YTO PEOEHOK POIUIICS ¢ Makpoledauei,
JCcMOP(GHBIMU YepTaMU JINIA, BPOXKIEHHBIM IIOPOKOM CEpALia —
HaJIKJIAMAHHBII CTEHO3 JIETOYHOM apTepHu, KOTOPBIN ObLT ONepHpo-
BaH B Bo3pacte 1 mec. [TocineonepanoHHbLil NEpHO] OCI0XKHUI-
Csl OCTPHIM HapylIEHHEM MO3TOBOTO KpPOBOOOpAIIEHHs IO HIle-
MHYECKOMY THITy B 0acceiHax cpeiHe- U 3aJHEMO3TOBBIX apTepHid
C pa3BUTHEM CTOHKOTO yMepeHHOro remumnapesa. Cpenu GpeHoTu-
IIMYECKUX 0COOEHHOCTEH y peO&HKa HaOMIoaIuCh TUIIEPKePaTos3
KOXKH, PEJIKUE BBIOLINECS BOJIOCHL, MBIIIEUHAsl TUIIOTOHUS. B BO3-
pacte 1 Tox OBLT OIEPHPOBAH II0 MOBOXY ruaponedposa. C Bo3-
pacta 1,5 net y 60JIbHOTO BO3HUKIIM STICITHYECKHE IPUCTYIIH,
HEI0CTaTOYHO KOHTPOJIMPYEMBbIE MPOTHUBOCYIOPOKHBIMU ITpera-
paTamu, IOTPeOOBABIIMMHI HEOTHOKPATHOH CMEHBI CXEM TepaIliu.
Pa3BuBaeTcs ¢ 3a1epaKKOil MOTOPHOTO U IICUXO-PEYEBOTO pa3BU-
Tusl. Pe6EHOK Moy4aeT CUMITOMAaTUYIECKOE JIEUeHHE, B TOM YHC-
JIe KapIUOTPOIIHYO0, IPOTUBOCYAOPOXKHYIO U aHTUCIIACTUYECKYIO
Tepanuro, OOTYIMHOTEPANHUIO, PH3NOTEPANHIO H KHHE30TEPATIHIO.
Ha ¢one neyenust oTMeyanoch yiydlleHue ABUTaTeIbHON aKTHB-
HOCTH, YMEHBIIIEHHE MBILIEYHOTO TOHYCa U 4aCTOTHI CyA0pPOT, HO
COXPAHSETCs 3HAUUTENIbHAS 3aePIKKa PA3BUTHS.

3axmoyenue. KimHuueckuit ciyuyail npeacTapieH s HOBBI-
LIEHHs OCBEIOMJIEHHOCTU Bpauei 0 JaHHOM PEIKOM U TOKEIOM
3a00NIeBaHNH, BeJCHUE KOTOPOro TpeOyeT MyIbTHINCIUILTHHAD-
Horo moaxona u conpoBoxaenus. s quarnoctukn KOKC ne-
00X0MMO MOJICKY/ISIPHO-TE€HETHYECKOE UCCIIEA0BaHNE, T03BOIS-
I01llE€E BBIABUTb MyTaLUU B reHe BRAF 1 Apyrux reHax, acColu-
upoBaHHbIX ¢ RAS-matusamu. {ns Benenus nanuentos ¢ KOKC
TpeOyeTcs KOMILIEKCHBIH MOAXO, BKIIFOYAOLUI ITUPOKUI CIIEKTP
o0cneoBaHui, perysipHOe HaOMoIeHIe CIIEHUATHCTaAMHI, METH-
KaMEHTO3HYI0, XUPYPTUUECKYIO U PeaOMUINTAIIOHHYIO TepaIuio,
a TaK)Ke TeHETUUECKOe KOHCYIBTUPOBaHHUE.

k %k ok

NMOKA3ATENN BAKUMHALIUM NMPOTUB
NHEBMOKOKKOBOW MH®EKLIUU HE
COOTBETCTBYIOT HALUMOHAJTIbHOMY
KANEHOAPIO MPO®UNTAKTUYECKUX MPUBUBOK

YepHbiweBa O.H.

Hay4HbI pykoBoguTenb:
KaHA. mea. Hayk E.A. BoTHukoBa

VMxeBckasi rocyaapCTBeHHas MeanUmMHCKasa akagemus
MwuHsgpasa Poccun, Mxeck, Poccusa

Krniroyeeble crioga: 0emu, eakyuHauusi, MHe8MOKOKKO8as!
UHgbekyus, aghgpbekm

Axmyanvrocmo. TTHeBMokokkoBas nndpekius (I[T1) 3anuma-
€T JIMJUPYIOLIHE MTO3ULIMU CPETU BO30YIUTENEH BaKIIMHOMIPEO0T-
BpaTHUMBIX 3200JI€BaHUM, SBISIOUIMXCS IPUYMHON CMEPTH JeTel
B Bo3pacte 110 5 iet. B 2014 r. Baknuaanus npotus [11 BBegena
B HanpionansHbI# KasieHIaph NpOPHIaKTHISCKIX TPUBUBOK PO
(HKTIIT). Io nporuozam BO3, mo6anbHOE HCMONIB30BaHKUE TIPH-
BuBOK 0T 1M nmo3Bonut k 2030 1. mpegoTrBpatuts 5,4—7,7 MIIH JeT-
CKHX cMmepTeil. s co3naHust MMMYHHOM MTPOCIONKU U JOCTH-
skeHus 3¢ ¢pexra ot [IporpaMmbl BakIIMHALIUN OXBAT IPUBUBKAMHU
JIOJDKEH COCTaBUTh HE MeHee 85% JieTell CeHCUTHBHOTO BO3pacTa.

Llenv pabomul: onpenenuTh NPUBUTOCTH Aereit ot [T B co-
oreercteuu ¢ HKIIII.

Mamepuanvt u memooul. J1ns ananu3a ObLIN UCTIOIb30BAHBI
HepBUYHBIC JOKYMEHTHI (hopma Ne 112/y) 811 nerelt, poauBIINX-
cst B 2017-2019 rr. PenpesenrarusHas BoIOOpKa cocTaBuia 32,4 +
2,9% (263 pebénka). 13 BIOOpOUHOI coBOKynHOCTH 78,3 £ 2,5%
(206 neteit) OBLIM BKITIOYEHBI B aHAIN3 TPUBUTOCTH. CBEICHUS 110
MI0CTaHOBKE NPUBUBKM OTCyTCTBOBaJM B 21,7 + 2,5% ciyqaes (57
nereit). Menuana Bo3pacta jieteit cocraBuia 33 mec. [Tonosoii co-
CTaB CYILECTBEHHO HE pa3nuyaics. PacnpezneneHue o Bo3pact-
HBIM KareropusiM 0buto cienyroumm: 48 mec — 23,7 + 3,0% ne-
Tel, 36 mec — 29,6 £ 3,2%, 24 mec — 46,7 £ 3,5%. [IpuBuTocTth
nereii ot [11 oneHnBaim ¢ ya€ToM BCeX BOBMOXKHBIX CXEM BaKIIU-
HaIliH, B TOM YHCIIE 10 JOTOHSIONMEH BaKIIMHALNH.

Pesynemamul. YcpennéHHble TOKa3aTeNu MPUBUTOCTH AETEH
110 OCHOBHOM cxeme BakuuHarmu B cootBercTBuM ¢ HKIIII moka-
3aJI1, 4TO CBOEBPEMEHHO IIEpBasi 103a BaKLIUHbI BBoAMIACh 39,8 +
3,4% nereit, BTopas n03a BakiwHel — 17,9 & 2,3% nereit, cBoeBpe-
MEeHHasl peBaKIuHaIus Obl1a mpoBeaeHa 22,8 + 2,9% nereit. AHa-
JIU3 IPUBUTOCTH AETEH C YIETOM BCEX BO3MOKHBIX CXEM BaKLIMHA-
IIMM TI0KA3aJl, YTO 3aBepIIEHHAs (IBYKpaTHas) BaKLIUHAIMS ObLIa
npoBeneHa y 62,1 = 3,4% nereii u 51,6 = 3,5% nereii ObuTH peBak-
LUHUPOBaHbI. Pacripenenenye NpUBUTOCTH MOKA3aJI0, YTO K BO3-
pacty 48 mMec BakuuHaius Obuta 3aBepiieHa y 54,0 = 7,1% nereii,
peBakmuHanms nposeaeHa y 53,6 + 7,1%; k 36 mec — 66,0 £ 6,4
52,3 +6,4%, x 24 mec — 63,0 £4,9 1 50,0 + 5,1% COOTBETCTBEHHO.

3axmouenue. IlonydeHHbIE JaHHBIE CBUAETENBCTBYIOT O POCTE
C KaX/IbIM T'OJIOM IPUBEPKEHHOCTH HACEJICHUS U Bpayell ITHEBMO-
KOKKOBOM BakIMHalUH, Havyasleiics B 2014 . JIBykparHas (3aBep-
mEHHAsA) BaKIMHALMS OKa3ayach b y 62,1 + 3,4% nereid, pe-
BaknuHamsa — y 51,6 = 3,5%, uto He nocTuraer TpedyeMbIX Ho-
Kazareneit B 85%. Ycranosneno, uro 21,7 + 2,5% neteit He ObLIH
IPHUBUTEI, 4TO TPeOyeT JONOJHUTEIBHOTO aHAIN3a U NPOGHIAKTH-
yeckux Mep. CoOnoneHne peKOMEHJOBAHHBIX CPOKOB BaKI[MHALIUH
MIPETSATCTBYET paHHEMY (POPMHUPOBAHUIO HOCUTEIILCTBA THEBMOKOK-
Ka, CHIDKAaeT PUCK pa3BUTHS 3a00J1€BaHU THEBMOKOKKOBOH MPHPO-
IIBI ¥ CIIOCOOCTBYET MOBBIMIECHHIO (P (QEKTUBHOCTH UMMYHHU3ALUH.

k %k k
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NY3bIPHO-NMPOMEXHOCTHbIA CBULL,
nnn PEOKAA ®OPMA YOBOEHWUA YPETPbI
Y MATNTBYUKA

Yy6bikuHa A.C., Kubupesa A.A.

HayuHble pykoBogutenu: npod. [1.A. Mopo3os,
KaHg. mea. Hayk [1.C. TapacoBa

MepBbIi MOCKOBCKMIA rOCYAapCTBEHHBIN MEANLIMHCKUIA
yHuepcuteT umenn N.M. CeueHosa (CeveHoBCKMi
yHuBepcuteT), Mocksa, Poccus

Knrouesnie criosa: knuHudeckuli criydad, 0emu, y0g8oeHue
ypempbi, QuazHOCmuKa, 1e4eHue

Axmyanvnocms. YIBOEHUE yPETPhl — peAKast aHOMaJIUs pas3-
BUTHS HIOKHUX MOYEBBIX ITyTei. OMIcaHo HECKOIBKO COTEH K-
HUYECKUX CITyYaeB, CPeIH KOTOPBIX IPAKTHYECKU HE BCTPEUaeTCs
JBYX WACHTUYHBIX APYT ApYyTY BapHaHTOB TOU maronoruu. B Ha-
IIeM KJIMHUYECKOM HaOI0eHNH UCTIONb30BaHa KiIacCUPUKAIINA
E.L. Effman (1976), xoTopas B HacTosiliee BpeMs sBJISIETCS pac-
IIpocTpaHéHHON cpeau crenuanucroB. ConlacHO AaHHOM Kiac-
cudukanuy, NpuBeIEHHOE KIMHHYESCKOE HAOMIONEHNE PacIeHe-
HO KaK Y-THIT YABOCHUS YPETPHIL.

Onucanue knunudecrozo caydas. Mamsauk, 10 jet, mocTymwn
B CTaL[OHAP C ajJo0aMu Ha IIEPUOIMYECKOE BBIICIICHUE MOYH U3
a"yca. CoIIacHO JaHHBIM aHAMHE3a: YKa3aHHbIEC 5KaJIo0bI BIEp-
BbI€ OTMEUEHBI B BO3pacTe 2 JieT. bbi1 00cienoBaH B IETCKOM XH-
PYPTUYECKOM CTallMOHAPE, AUATHOCTUPOBAH TPAHCCHUHKTEPHBIH
MapapeKTatbHBI CBUII MO JaHHBIM MUKIIMOHHOH IIHCTOYPETPO-
rpaduu. OnepaTuBHOE J€UEHHE: CKIIEPOTEPaIHsi PaCTBOPOM CITHP-
Ta. JlaHHBII MeTox JeueHns oKa3ajcs Hed(GEKTHBHBIM, B OCIIE-
JYIOIIEM *kaj100bl Ha MOATEKaHUEe MOYH COXPaHUINUCh. OObEKTUB-
HBIW CTaTyC IpH MTOCTYIUICHUH: TIPU OCMOTpE aHyc cpopMHpOBaH
MIPaBUIILHO, PACIIOJIOXKEH B JOJDKEHCTBYIOIIEM MECTE, COMKHYT.
[pu maneeBoM pazapaskeHUH ONPENeISIFOTCS KOHIEHTPUIECKUE
COKpAIIIEHHsI BOJIOKOH Hapy>KHOTO aHAJIBHOTO cuHKTEpa. AHYC
CBOOOJHO MPOXOANM IS YKa3aTeabHOTro najbla. CBHIEBOE OT-
BEPCTUE HE BU3YAJIH3UPOBAHO. ANTOPUTM OOCIIEIOBAaHUS BKIIIO-
YaJ PeHTTCHOKOHTPACTHBIC METO/IbI (MUKIIMOHHAS IIUCTOYPETPO-
rpadus, peKTOPOMaHOCKOIIHUS, IKCKpeTOpHas yporpadusi, pucty-
sorpadusi ¢ KOHTPACTOM), YIIBTPa3BYKOBOE HCCIIEJOBAHUE TIOUEK,
MOYEBOTO My3BIPsi, MOYETOUHHUKOB, BUICOIHI0CKOIINIECKHE METO-
Il (YPETPOLMCTOCKOIHSA ), TIPOOY C METUIICHOBBIM CUHMMEHH J{u-
arHos HOﬂTBep)K,ZléH IO CJIC BBIITOJIHCHUS Hp06bl C METHJICHOBBIM
CHUHHM: B MOYEBOM ITy3bIpb 3aBe/IEH KOHTPACT, CITyCTs 4ac MOCIe
BBEJICHHSI OTMEUCHO KalleIbHOE BIJICTICHUE KOHTPACTa Yepe3 To-
YEYHOE OTBEPCTHE, PACHIONIOKEHHOE NapapeKTAIFHO B POESKIIUH
3 yacoB ycnoBHoro nugepbnara. Pe6EHKy mpoBeieHa ypeTpoIu-
CTOCKOMIUSI C IPEABAPUTENHHBIM BBEICHHEM B CBHII [VIAJIKOTO IPO-
BOJIHUKA IIPUMEPHO Ha 6 CM — B IIEHKE MOYEBOTO ITy3bIps MPU-
MEpHO Ha 3 4 BU3yaJH3UPOBAH NPOKCHUMAJIbHBIN KOHEL MPOBO-
JTHUKA, BBIXOASAIIMHN U3 MATOJIOTHYECKOro Xo1a. KoHcTaTupoBaHo
HaJIYHeE ITy3bIPHO-TIPOMEKHOCTHOTO CBHINA. XUPYPrHYECKOE Jie-
YeHHe 3aKJIF0YaI0Ch B TOTHOM HCCEYEHUH JOOABOYHOM YPEeTphI 10
HICHKK MOYEBOTO My3bIpst, 0e3 TpaBMaTHu3alu nocienHei. [locie
ornepanuy pedEHOK HaXOAUICS B PeKUME IIOCTOSHHOM KaTeTepu-
3aIlMM MOUYEBOTO Iy3bIpsl 7 CYT, IPOBEAEH KypC CTaHJapTHOM aH-
THOHOTHKOTepanuy. Bemucan Ha 10-e CyTKY TOCIe CHATHSI IBOB,
3a)KUBIICHUE TIEPBUYHBIM HaTsDKkeHHeM. KoHTponsHOe 00cienoBa-
Hue uepe3 1 mec u 1 rox, pennanBa HeT.

3axnrouenue. YIBo€HHE ypeTpPhI BCTPEUAETCs KpailHe penko,
KIIMHUYECKas KapTUHAa BapbUPYET B 3aBUCUMOCTU OT THUIIA ITOPO-
Ka, IMarHOCTHKA B psilie CllyyaeB ObIBaeT KpaiiHe 3aTpyqHUTEIb-
HOU. BakHO OTMETHTbH, YTO HAJIMYUE COOOIICHHUS MEXKAY MOYe-

BBIM ITy3BIpEM M OTBEPCTHUEM, OTKPHIBAIOIINMCS Ha KOXKY WU B
IPSMYIO KHIIKY, MOXKET CTaTh IPUINHON XPOHIMYECKOH BOCXOS-
el HHQEKINY MOYECBBIBOASIINX Ty TEH.

®APMAKOIEHETUYECKWKX Noaxon
B CTPYKTYPE NMPELUU3UOHHOW MEOULINHBI
Y OETEN

YypcuHa E.M., llo6aHoB M.E., NMocnep T.E.
Hay4Hbin pykoBoguTtens: aoueHT O.U. N'ymeHrok

CaparoBckuiA rocyqapCTBEHHBI MEQULMHCKUN YHUBEPCUTET
nmenn B.N. Pasymosckoro Munsgpasa Poccun, Capartos,
Poccus

Kniouesnle criosa: demu, opghaHHbIe 60r1e3HU,
hapmakozeHemuyeckull aHanus, fiedeHue

Axmyansrocms. Ilpenu3noHHas MeIUIIMHA U (PapMaKOreHETH-
4eCKHI aHaNN3 SBIISIOTCS HEOThEMIIEMOM 4acThi0 IEPCOHATU3HPO-
BaHHOTO MOAX0/Ia K PAI[HOHAIFHOMY JICUEHHIO Pa3IMIHBIX (HOpM
MaToJIOTHH Y JIeTei, obecreunBast moadop 6e3omnacHbIX U d3hdek-
TUBHBIX [TPENAaPaTOB U X ONTHMAJIBHBIE JO3HPOBKH.

L]env: onpenenuTb MHANBULYANbHYIO HEIEPEHOCHMOCTS Jie-
KapCTBEHHBIX MPENaparoB MPH reHETUYECKUX 3a00JIEBaHUSNX Y
JIETEN.

Mamepuanst u MmemoObl. BEIIOITHEH aHAJIN3 TaHHBIX ITOJHOTE-
HoMHOTO cekBenupoBanus JJHK n hapmakoreHeTHaeckoro uccie-
noBaHus y 34 nereii B Bo3pacte 1—18 net (cpenuuii Bo3pact 7,2 £
4,1 rona). CekBeHHMpPOBaHUE T€HOMA U CEeKBeHHpoBaHue 1Mo CaHre-
Py OBLIH BBINOIHEHBI B MEAUKO-TEHETHUECKOH 1abopaTopuu «IBO-
reH» IpH nojiepxke biarorsopurensHoro GoHa METUKO-COLHU-
AJIbHBIX TeHETUYECKUX MIPOEKTOB ITOMOIIY «] €HOM JKU3HIY.

Pezynomamul. Y neteit, nmeromunx opdaHHble 3a00eBaHMS,
MHAMBHAYyAIbHAS JIEKAPCTBEHHAS peakiys Oblia BEIIBICHA Ha Ipe-
napatbl: abakaBUp, a3aTHOIIPHH, BAJIbIIPOCBas KUCIOTA, Bapda-
PHH, U30HUA3W]], UMUIIPAaMUH, KapOaMa3emuH, k1o0a3am, JaHCo-
Mpa3oJl, MEPKaITOIypHH, OMEIPa3oll, HaHTOIPa30Jl, THOTYaHUH,
(enutonH, nuranonpaM. Ha rpymibl JiekapCTBEHHBIX MPENapaToB
(MMMYyHOZETIPECCAHTHI, TPOTHBOCYIOPOXKHBIE, IUTOCTATHKH, TIPO-
THUBOTYOEPKYIAE3HbIE) MHANBUIyAIbHAs JIEKapCTBEHHAST PEAKIIV
Obuta BeisiBeHa B 100% ciyuyaeB. Camast BBICOKAsI JIEKApCTBEH-
Has peakuus (14 npenaparoB) ObLIa yCTaHOBJICHA MPHU HATHYUH
renoB FGFR3 u CTNNBI.

3axnouenue. Ilpu nopbope gedeHns: OOIBHBIM C pa3IHMYHbI-
MU popMamu OpHaHHOHN NMATONOTUH, HMEIOIINX YKa3aHHbIE BEIIIE
MaTOJIOTHYECKUE TeHbI, HEOOXOAUMO ONTHMHU3UPOBAThH BEIOOD Jie-
KapCTBEHHBIX CPEJCTB U TLIATEIbHO KOPPEKTUPOBAThH 03B! Ipe-
naparoB ISl MPOQUIAKTHKYA FTeHETHYECKUX PUCKOB MHIUBHyallb-
HOM JIEKapCTBEHHOU peakIuy.
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YCMELWHOE NMPUMEHEHUE NEPUTOHEANBHOIO
OWATIU3A Y HOBOPOXOEHHON C 3KCTPODPUEN
MOYEBOIO NMy3bIPA U ABYCTOPOHHUM
NMY3bIPHO-MOYETOYHUKOBbLIM PE®OKCOM

LWaTtyHoBa 1O.I"!

HayuHble pykoBoguTenu: kKaHa. Mmea. Hayk
10.J1. NoaypoBckas?, kaHa. mea. Hayk A.A. Bypos?,
0.B. Hukndopos?

"MepBbIt MOCKOBCKUI rocyAapCTBEHHbIN MEANLMHCKAIA
yHuepcuteT umenn N.M. Cevernosa MuHsapasa Poccumn
(CeyeHoBckuit yHnBepcuTtet), Mockea, Poccus;
2HauunoHanbHbI MeaULMHCKUIA UccregoBaTesbCKUi
LIeHTpP aKyllepcTBa, TMHEKONOrMm 1 NepuHaTonorum MMeHn
B.N. Kynakosa MuH3gpasa Poccumn, Mocksa, Poccus

Kniouesnbie criosa: knuHu4eckul criyqali, demu, nopoku
passumusi Mo4yegoli cuCMeMbI, 3KCMPOUsT MOYE8020
ry3bipsi, 1e4eHue

Axmyanvornocms. IKCTpOQUS MOIEBOTO My3bIPS SABISETCS Ca-
MBIM TSKENBIM BPOXKIEHHBIM IIOPOKOM Pa3BUTHS MOYEBBIX ITyTEH.
Yacrora storo nopoka coctasiusieT 1 : 50 000 HOBOpOXKAEHHBIX.
CocTosiHME TakuX AeTel TpeOyeT CPOUHOTO XUPYPTrUUECKOro Jie-
YeHUs N10CIIE POXKACHHS, 3aKJIIOUAIOLIEr0oCs B IIIACTUKE MOUEBO-
IO ITy3bIps, IUIACTUKE JJOHHOTO COWIEHEHUS U IIACTHKE MepeaHeit
OPIOITHOM CTEHKH MECTHBIMH TKaHSIMHU.

Onucanue kaunuvecko2o cy4as. JJoHOUIEHHAs JeBOYKa OT
1-X cBOEBpEMEHHBIX (PM3HOJIOTHIECKUX POJIOB POIUIIACh Ha 39-if
Hejele recTally y >KeHIIUHBI B Bo3pacte 21 rox. [Auaruos
«IKCTpodust MOUEBOTO My3bIps» ObUT ycTaHOBJIEH npu Y3U
Ha 32-i1 Henene 6epemeHHOCTH. [Ipu pokI€HNN COCTOSHUE 1O
mkane Anrap 6/8. [Tpu ocMOTpe B pOIOBOM 3ajie BBISBICH Je-
(dekT nepeaHeil OPIOIIHOM CTEHKH HYKE HOPMAaIIbHO CHOpPMH-
pOBaHHOM MyNOBUHBI, THAMETPOM 4 cM, Yepe3 HEero IBEHTPHU-
pOBaHa HE3aMKHYTasl MJIOIIAKa CIU3UCTON MOYEBOTO My3bIpsl.
B oTzneneHny HHTEHCUBHOHN TEparnuyu HOBOPOXKIEHHBIX MTPOBE-
JIEHO KOMIUIEKCHOE o0cnenoBanue. B Teuenue 2 cyT npoBou-
Jach MpeaornepanuoHHas nmoaroroBka. OnepaTuBHOE BMeIla-
TETBCTBO OCYIIECTBICHO TOJ COYETAaHHOW aHecTe3neil. Bri-
IIOJIHEHBI MJIACTHKA MOYEBOTO My3bIpPsl, JOHHOTO COYJICHEHUS U
nepenHel OPIOIIHOM CTEHKH MECTHBIMH TKaHsIMH. PaHHMiA 110-
CJI€O0NEePALUOHHBII NEPUOA OCIOKHUICS Pa3BUTUEM OCTPOTO
[IOYEYHOTO MOBPEXIEHUS Ha 1-€ cyTKH mociie onepanuu. B cBs-
3H € OTCYTCTBUEM d(h(eKTa Ha MPOBOJUMYIO KOHCEPBATUBHYIO
JTUYPETUYECKYIO Tepanuio ObUIO IPUHSATO pelIeHHe O IpoBeie-
HUU NEpPUTOHEaJIbHOro quanu3a. Ha 4-e cyTku xu3Hu (2-¢ 1mo-
cleonepaltoHHbIe CyTKI) HauaTa Ipoleaypa NepUTOHEalbHO-
o Uaiu3a co CTapToBOIl cxeMoii: uepenoBanue pacTBopoB KA-
ITI/ATIKA ¢ KOHIEHTpalUusIMH DIIOK03bI 1,5 u 4,25% 06béMoM
3anmuBa 10 mur/kr. Ha 9-e cyTkH mpoBeieHUs IPOLEyPHI IIepH-
TOHEAJIBFHOTO AMaNn3a ObUIM JOCTUTHYTH CTaOMIBHBIA OTpH-
LaTeNbHBIN OallaHC U BOCCTAaHOBIIGHUE TeMna auype3a. Ha 15-
€ CYTKU >KH3HHU 3aBepllieHa NPoLeaypa NEPUTOHEaIbHOIO Ipe-
Haxa. Ha 31-e cyTku xu3HU peOEHOK nepeBeIEH B OTACICHIE
XUPYPruu HOBOPOXKAEHHBIX JJIA AaJIbHEHIIEro JIeYeHUus u 00-
cinenoBanusi. Ha 44-e cyTku )Xu3HH peOEHOK BBITUCAH 110 Me-
CTY JKUTEJIbCTBA B Y OBJIETBOPUTEIBHOM COCTOSHUU.

3axnouenue. IlpencraBneHHbI KITMHIYECKUH CTydai HHTe-
peceH NPUMEHEHUEM 3aMECTUTENILHON TOYEYHO Tepanuu y HO-
BOpOXIEHHOTO peOEHKA ¢ coueTaHHOH narojorueil. [I[pumeHenne
3aMECTHUTENIbHON TIOUeUHON Tepanuu (MepUTOHEAIbHOTO TUalU-
3a) B paHHEM I0CJIEONEPALMOHHOM IEPHO/IE TTO3BOIMIIO CKOPPEK-

THPOBATh COCTOAHUEC 0OJIBHOM U JOCTUTHYTH IOJIOXKUTEIIBHBIX PE-
3YJILTATOB JICUCHUA.

OUCTAIbHbIA APTPOIPUMO3 TUM 2A
(CMHOPOM ®PUMEHA-LLENAOOHA)
Y HOBOPOXXOEHHOIO PEBEHKA

LllectakoBa HO.B.

Hay4yHbIn pykoBoauTenb: KaHA. MeA. HaykK
A.C. UBaHHUKOBa

BopoHexckuin rocygapcTBeHHbIN MeAULMHCKUIA YHUBEPCUTET
umenun H.H. BypgeHko MuH3gpasa Poccun, BopoHex, Poccus

Knroyesnie criosa: knuHuYeckul cny4dal, cuHopom OpumeHa—
LllendoHa, OuacHocmuka, fedeHue

Axmyanonocms. Cunnpom @pumena—lllennona — penxo
BCTpeYaroleecs reHeTHIeckoe 3aboneBanne, onucano donee
100 cnyuaeB. PaHHSs AMarHOCTHKA CIIOCOOHA KOPPUTHPOBATH
QHOMAJIMIO OIIOPHO-ABHUraTeIbHOrO anmnapara ¥ yMEHbIIAET OT-
cTaBaHue OOJBHOTO peOEHKA B HEPBHO-TICUXUYECKOM Pa3BUTHH.

Onucanue knunuueckoeo ciyuas. JleBouka, 1 mec, ot 3-ii Ge-
PEMEHHOCTH C JUIMTENILHON YIPO30i NpekIeBPEMEHHBIX POJIOB,
XPOHUYECKOH BHYTPHYTPOOHOH TMIIOKCHEH IUIONA, aHEMHUEH |
MO3JHUM I'ecTo30M y Marepu. HacnencTBeHHBIN aHAMHE3 OTATO-
I_U,éH I10 IIaTOJIOTHUAM OHOpHO-ZlBI/IFaTeJ'IbHOf/’I CUCTCMBI: CO CTOPOHBIL
MaTepu — CKOJINO03; 0TLIa — IUIOCKOCTOIHNE, CKONNO3; y OpaTta —
miockocronue. JleBouka poauiiach O CTUTMaMu Tu33MOpHore-
He3a: MPOTHATHS, BEICOKUI QUIIBTP, MUKPOCTOMHUS, e(popMariis
JUCTAJIBbHBIX OT/AEJIOB KOHEYHOCTEH, HU3KUI pOCT BOJIOC Ha 3a-
ThUIKe. Ha 8-if ieHb u3HU peOEHOK MepeBe/iEH B OTACIICHUE Ta-
TOJIOTUM HOBOPOXKIEHHBIX. DXOKapAOrpadus BHISIBUIA OTKPBITOE
OBaJILHOE OKHO C MaJIbIM COPOCOM C HOPMaJIbHBIMU TIOKa3aTeJIs-
MU COKpaTuMocTH MUoKapa. [Ipu HelipocoHorpadmu oOHapyKu-
JIMCh NPU3HAKU THIIOKCUYECKUX U3MEHEHUH B MO3TOBOW TKaHH.
IIpu penTtrenorpaduu MmeHHOro OTAENa MO3BOHOYHUKA BBISBIIE-
Ha qucnokarus C I1I; kuctelt pyk — pe3ko BEIpaKEHHOE OTKIIOHE-
HHe 3 nanbla, yIpHapHas JeBuanys naiables kuctel. [locae kon-
CYJIBTallUH OPTOIIE/Ia BHICTABJICH MPEATIOI0KUATENLHBIN THarHos:
KpaHUOKaproTap3ajibHas quciuiasusa’? JAucTaabHblil apTporpunnos?
BanbrycHo-BapycHas ctona ciieBa, «BepTHKaJIbHBIN TapaH» cIIpa-
Ba. J[eBouKa HampaBiieHa Ha KOHCYJIBTALMIO T€HETHKA, TI€ PeKO-
MEHJ0BAaHO MOJICKYJIIPHO-TEHETHIECKOE 00CIeI0BaHNE, TTOCIIEe
BBINOJIHEHUSI KOTOPOTO BbIsiBIeHA MyTauus 17781 rena MYH3,
OMIM 193700, uto nonrepxaer cunapom @pumena—Illennona.

3axnouenue. TiaTenbHBIA 0CMOTP Bpaya-HEOHATOJIOTa, Bpa-
Ya-TieInaTpa v OpToIesia ¢ BEISBICHHEM OCHOBHBIX (DeHOTHITHYIE-
ckux uept cuaapoma GOpumena-Illennona u MoJIeKyIIpHO-TeHE-
THYECKoe 00CIIe10BaHUE TO3BOIMIIH IPOBECTH PAHHIOIO F'eHEeTHYe-
CKYIO IMarHOCTUKY 3a00JIeBaHMs, UTO onpeaenseT 3pGeKTUBHYIO
peabunuTaluio 1 MOBBIIICHHE KaueCTBa KU3HH PeOEHKa.
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OCNOXHEHMUE NOCJEONEPALMOHHOIO
NEYEHUSA TEPATOMbI KPECTLIOBO-
KOMYMKOBOW OBNACTU

LWykuna A.A.

HayuHbI pykoBoAUTenNb: KaHA. MeA. HaykK
E.A. Okynos

HaunoHanbHbI MEOUUVHCKMIA UCCNenoBaTeNbCKUA LIEHTP
3nopoBbs aetert Munsgpasa Poccun, Mocksa, Poccus

Knrouesnie criosa: demu, mepamoma Kpecmuy080-Kon4uKkosol
obracmu, Xupypauyeckoe fieyeHue, OCITOKHEHUS

Axmyanvnocms. TepaToMa KpecTIOBO-KOMTYMKOBOH 00Jia-
CTU — BPOXXAEHHOE HOBOOOpa30BaHUE 00JIaCTH MaJIoOro Tasa, Ko-
TOpOE IMOpHONOrHIecKH GopMHUpyeTcs ¢ 4-if HeleNN TecTaluy
B JKENTOYHOM Memke. KIIeTKH jKeNTOYHOTO MEIIKa MOTYT HOKH-
JIaTh CBOE MECTO M pacIioiararbesi, TpaHcHOpMUPYSCh U pa3MHO-
JKasiCh, M0 CPETHEH JIMHUM Tesa SMOpuoHa. TakThka JieueHus 3a-
KJIIOYAETCs B XUPYPTUUECKOM ylaJleHuH o0pa3oBanus. bonbmH-
CTBO TepaToM BeayT ceOs Kak 0OpOKauYeCTBEHHBIE, B OTAAJIEHHOM
MIEPHOZIE JIaxke NIPU OTCYTCTBUH MAJHUTHHU3AINH BO3MOXEH e€ pe-
LUIUB C a0CLIETMPOBAHUEM.

Onucanue kaunuyeckozo ciydas. JleBouka, 14 net, moctymnu-
Jla C IMArHO30M: KHCTa IIpecakpaIbHON 00macTu ¢ abcuenupoBa-
HueM. B Bospacte 1 Mec mepenecna yaaneHne TepaToMbl KPecTIo-
Bo-kormunkoBoi oonactu (KKO). ITocne onepanun y pe6€Hka rmo-
SBIJIOCh THOCBHIHOE OTAEGNSAEMOE B OKOJIOKOITYMKOBOH 00IacTH,
MIPOJIOJDKABIIIEECS IO HACTOSIIETO MOCTYIUICHUS B KIIMHHKY. [Ipu
OCMOTpE B OTIEJICHUH: MEXbBATOIMYHAS CKIIaKa YIUIOIIeHa, JIe-
(hopmupoBaHa 3a cu€T rpy0ooro MonepevHoro runepTpoPpuyecko-
ro pyOIa, B cCpeiHEeH 4acTH KOTOPOTO MMEETCs] HECKOJIBKO OTBEp-
ctuii (1o 0,5 cM), U3 KOTOPBIX B CKyAHOM KOJIMYECTBE BBIICISICT-
Csl CEpO3HO-THOMHOE OTAENIIEMOE, IPY MajbIalluy 3TOH 00nacTu
oTMedaeTcs 00JIe3HEHHOCTb. [IpH yIBTpa3ByKOBOM UCCIIEIOBAHUH
(V3W) markux TKaHeW BU3yanau3anus 3arpyqHeHa. [lpu maraut-
HO-pe3oHaHcHO Tomorpadun (MPT) BeisiBnena MP-kapTuna mpe-
CaKpalbHOTO KHCTO3HOTO 00pa30BaHMs B IIOCICONEPALIIOHHON 00-
JIaCTH ¢ HAJIM4YKMEeM abcrecca B ero CTPYKTYpe M 2 CBUIIEBBIX XO-
JIOB, OTKPBIBAIOIIUXCS B MEXBATOJUIHYIO CKIAIKy. BBIIOIHEHO
HCCEUCHHE MPECAKPATBHON KHCTHI ¢ PE3EKIMEH KOIMUNKa U Jpe-
HUpPOBAaHUEM IPECAKPaJIbLHOTO MPOCTPaHCTBA. JledeHne mocie-
OIIEPAIlMOHHON PaHBI MPOBOIMIOCEH C MCIOJIB30BAaHUEM arlapa-
Ta OTPHLATEJIFHOTO AABJICHHUS, HAIOKEHUEM BaKyyM-aCCUCTHPO-
BaHHOH MOBSI3KM B Te€UEHUE 8 MOCIeonepaioHHbIX cyTok. [locne
CHATHS TTOBSI3KH Yy peOEHKaA B TeUeHHE | Mec 0TMEYalIOCh CKYITHOE
Cepo3HOe OTIETIIeMOe Yepe3 BTOPHYHO 3a)KUBAIOIYIO YacTh HO-
clieoniepalioHHON paHbl. Yepes 3 Mec BBISBICHO ITOJTHOE 3a)KUB-
JICHUE PaHbl, aKTUBHBIX JKaJ00 He MPEeIbsBISET.

3axmouenue. Jletn, nepeHECIIIE B IEPUO HOBOPOKAEHHOCTH
yaanenue Tepatombl B KKO, TpeOyroT 00s13aTenbHOro Aucancep-
HOTO HaOJIFOICHNUS B OTJIAJIEHHOM IIOCIICONIEPAIIMOHHOM EPHOJIE,
¢ Y31 u MPT xoutposiem KKO. Jleuenue penugiuBoB TepaToMbl
KKO y nereii crapiiero Bo3pacta CONpspKEHO C PUCKOM ITOBPEK-
JEHUS IPAMOHN KHIIKH, APYTUX OPTaHOB U AuadparMsl Taza, 4ro
TpeOyeT TIATeIbHOTO NPEAONEPAIMOHHOTO TUIAHUPOBAHHUS.

TEPMWHANbHbIA TMOPOHE®PO3
Y HOBOPOXOEHHOIO

bl6pan A.A., EpHusasos P.A., Omup3ak A.
HayuHbin pykoBoauTtens: goueHT C.T. KusaroBa

MeauumHcknii yHuBepeuTeT Kaparangpl, KaparaHga,
Pecny6bnuka KasaxcrtaH

Kntouesble criosa: KnuHu4eckuli criydat, HO80POXOEHHbIe,
2udpoHepo3, ypemepoKymaHeoCmomusi

Axmyanvenocms. Tuaporepo3 — 3T0 CTOHKOE ¥ POrPECCHB-
HO HapacTalollee paclIipeHue YaluleuHO-IOXaHOUYHOH CUCTEMBI,
COIPOBOXIAIOLIEECS 3aCTOEM MOYU, KOTOPOE 00YCIIOBIEHO IIpe-
ISITCTBUEM, BO3HUKIIHUM BCIIEICTBUE OPrAHUUECKOTO WU (yHK-
[IMOHAILHOTO MOPaKEeHHUsI CTEHKH MOYEBBIX IyTel. Cpean aHoMa-
T Pa3BUTHS OPTAHOB MOUYEBBIBOMSIIEH CUCTEMBI BPOKIEHHBIH
ruapoHedpo3 BcTpedaeTcs ¢ 4acToToi 6—15% ciaydaes.

Onucanue xaunuueckozo cayyad. Mansauk C., OT MaTepu
34 net, ot 5-if 6epeMeHHOCTH, 4-X ONEPaTUBHBIX POJOB B CPOKE
38 Hen. B anamuese y MaTepu XpoHUYeCKasl IUTOMEraJ0BHPYC-
Hast ”HMEKIHs, BUPYC MIPOCTOTO Teprieca B CTalun peMuccud. [pu
V3U miona Ha 32-ii Henene OEpeMEHHOCTH ObLT BBICTABIICH JIH-
arHos: YpereporuapoHedpos crpasa, MUET0IKTa3Us CIeBa, IBY-
CTOPOHHMH KpUNTOpXU3M, Merauuctuc. [Ipu nosropHom Y3U B
37 ven + 4 nus: Yperporunpornedpos, nuenoskrasus cupasa. ITo
3aKJIIOYEHUI0 IPEHATAIbHOTO KOCWINYMa PELIEHO IIPOBOJUTH PO-
Jopa3pelieHre Ha 3 ypoBHe IepruHaTanbHoi momontd. [Ipu po-
JKaeHun Macca Tena 3844 1, mmHa Tena 50 ¢M, OLIeHKa I10 IIIKajie
Anrap 8/9 6annos. Ha 2-ii ieHb KU3HH NPH MaJIbITALUH JKUBOTA
CJIeBa MaNbIMPOBaIach INIOTHOE oOpa3zoBanue. [Ipu HabnogeHun
3a MOYEHCIIyCKaHUEM MOYa BBIIENSUIACH HETIPOU3BOJILHO, OTMEYa-
nack reMarypus. Ilo nanasiM Y3U nouek BBISBICHO YBEIHMUEHUE
YaIIeyHO-JIOXaHOYHOM CHCTEMBI: pacIiipeHre JOXaHKH CIpaBa —
36 MM, crieBa — 18 MM, gamika cnpaBa — 20 Mm, ciieBa — 16 MM,
MPHJIOXaHOYHBIN OTAEN MOYETOUHHKa clipaBa — 6 MM, clieBa —
16 mm. 3akioueHue: rupoHepo3 00enx Movyek, Merayperep cie-
Ba. Ha 6-if nenb xu3nu peO€HOK nepeBenéH B HanmoHanpHblii Ha-
YUHBIH [IEHTP MaTepPUHCTBA U A€TCTBA JUI OIIEPATUBHOTO JICYECHHUSI.
IMpu uucrockonmyu y pebEHKa CIU3UCTast MOYEBOTO ITy3BIPS BOCTIA-
JIUTENbHAS, IOKPBITa (GUOPHHOM, OTMEYAIach TPAOCKYISIPHOCTb.
YCThsl MOYETOUHHMKA HEAOCTYIHBI Ul CTCHTUPOBAHUS, PELICHO
IIPOBECTH YPE3KOXkKHYI0 HeppocTomuto ciesa. [Tocie onepanun
CIIpaBa uepe3 ypeTepoKyTaHEOCTOMY MOYa OTXO/UIa CTaOMIBHO.
Ha 15-e cytku »xu3Hu 601bHOTO 1py MPT BBISBIEHO KUCTO3HOE
o0pa3oBaHue B TapapeHaJIbHOM MIPOCTPAHCTBE, HepocToMa ObI-
na ynaneHa. Jluaruos npu Beinucke: TepMUHATBHBIN THAPOHE(DPO3
ciieBa, ypereporuaponedpos crnpasa. Kucro3nas aucmnasus npa-
BOii mo4ku. PeO&HOK ObLT BhINMCAH HA 22-1 IEHb HU3HU B Y/I0B-
JIETBOPUTEIBHOM COCTOSHUU C PEKOMEHJALIUSIMU.

3akmouenue. Heobxonumo mpojoibkeHue paboThl 10 COBEp-
IICHCTBOBAHHIO aHTe- U IOCTHATAIBHON JIMAarHOCTHKH, TePaIrieBTH-
YeCKOTO M XUPYPTUUECKOTO JEUEHHS IeTeH ¢ TSHKENON CTeNeHbI0
ruApoHe(dpo3a B COTPYIHUIECTBE C BpauaMy yIbTPa3ByKOBOH U~
arHOCTMKU, HEOHATOJIOIaMM, JETCKUMU XUPYPraMH U ypOJIOTaMH.
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METOObl KOHCEPBATUBHOIO NEYEHUS
CKONUO3A Y OETEN

Komunos M.K.

Hay4HbIn pykoBoaguTenb:
poueHT ®.P. YmMapxoaxaeB

TaLUKEHTCKUI NeamMaTpuyeckuin MeanUMHCKUIA NHCTUTYT,
TawkeHT, Pecnybnuka Y3bekucrtaH

Knroyeesnbie criosa: 0emu, CKOMUO3, Jie4eHuUe

Axmyanvrnocme. JleaeHue cKonmo3a y Ieteil MHOTOIIaHOBO 1
WHIMBUYalbHO, 3aBHCHUT OT BO3pACTa MAIUEHTA, CTEIIEHH HCKPH-
BJICHHS IIO3BOHOYHHKA, €T0 JIOKAJIU3aIN1 U aKTUBHOCTH CIIelna-
JIM3UPOBAHHOTO JICUCHUSL.

Lens: onpenenuts 3PPEKTUBHOCTH KOHCEPBATUBHOIO JIe4e-
HUS CKOJIMO03a y JETEH.

Mamepuanest u memoowst. ObcnenoBano 84 6ompHbIX (11 Masb-
YUKOB U 73 AEBOYKH) B Bo3pacTe 4—15 JeT co CKOMMOTHYECKUMU
(nk68) u kudockonunornueckumu (nk16) nepopmannsMu Mo3B0-
HOYHHMKa. nnonarnyeckuii ckoinmno3 ObUT TUarHOCTHpOBaH y 44
GOJIBHBIX, AUCIUIACTUYECKUN — Yy 27, BpoXKAEHHBINH — y 9, mapa-
nuTudeckuii —y 2, Hefipodudbpomaroz — y 1, curgpom Dnepca—
Hannmo — y 1.V 53 6onbHbIx Obl1a I cTenens ckonmosa; y 24 —
II; y 5—III; y 2 — IV. Bcem GonbHBIM ObLITa ITPOBE/IcHA KOH-
CepBaTHBHAs Teparusl, BAKHEHIINMH €€ KOMIOHEHTaMH SIBUIIUCh

nedeOHast GU3KYIBTYpa U Maccax. Kaxxaomy 0o1pHOMY Ha3Hada-
T Takke QoToTepanuto Kypcamu mo 10—15 pueit. J{ns ymyudiie-
HHS HEPBHO-MBILIEYHOH BO30YANMOCTH MIPUMEHSUIN 3IEKTPOdho-
pe3 npo3epuHa, 5% pactBopa OMIO(UTA U ANEKTPOCTUMYIISLIUIO
MBIIII] CIHHBI C TOMOIIBI0 IMIYJIbCHBIX TOKOB 10 5—10 ceaHcoB
Ha Kypc. [1o moka3zaHusSM IPOBOAMIN MAarHUTHYIO TEPAIHIO UM-
MyasCHBIM TToNieM. Anmapar «Amnmar-01» moMerniany napasepTre-
OpajbHO, a IPH HEBPOJIOTHYECKOH CHMIITOMaTHKE — Ha BOPOTHU-
KOBYI0 o0nactb. [IpomomkuTenbHOCTh ceanca coctasisiia 10-20
MHH, Ha OJUH Kypc npoBoxmwiu 10-15 ceancos. Maccax Ha3Ha-
Yajy eXeIHeBHO, no 10—15 muHn, Ha kypc 10—15 mpouenyp. Ans
omnpeneneHus YPPEKTHBHOCTH JICUSHHSI CKOJIN03a MPOBOIIIN
PEHTTEHOBCKOE 00CIIeIOBaHUE.

Pesynomamei. KoMiuiekcHas Tepanus B TedeHHe 6 Mec Obl-
na a3pdexruBHOl y nereii ¢ [-II crenenbio ckonno3a: ynydmieHue
Obu10 BhIsIBIICHO Y 9 (12%) manueHToB, cTabuiIn3anus mporec-
ca— Yy 66 (85%), y ocTanbHBIX A€Teil OTCYTCTBOBAJIO MPOIpec-
CHPOBaHHE CKOJIMOTHYECKOTO Iporiecca, Tpebyromiee Crenani-
3HPOBAHHOTO JICYECHUS.

3axnouenue. Y BceX OOMBHBIX CKOJIMO30M KOMIIJIEKCHOE JIede-
HHUE CIIOCOOCTBOBAJIO O30POBICHHIO, YITYUIICHUIO PU3HYECKOTO
COCTOsSIHUS, ONNTUMHU3AIIU TOHYCa MBIIIL CIINHBI, pr[lHOl}’l KJICT-
KH, a TaK)Ke MOBBIIICHUIO KAYeCTBA KHU3HHU.
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