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Te3ucobl yuactHukoB XI Bcepoccuuckou
KOHdepeHUUU CTYAEHTOB U MOAOADbIX
YUYEHbIX C MEeXAYHAPOAHbIM YYaCcTUEM
«MEAUATPUYECKUE UTEHUA»

OT peaakumm: YBaxaemble YuTaTeA, B TEKYLLEM BbINyCKE Mbl XOTEAUM Obl MPOAOAXMTH OCBelleHWe paboT, NMPeACTaBAEHHbIX
Ha X| BcepocCUMCKOM KOHPEPEHLMN CTYAEHTOB M MOAOABIX YUYEHBIX C MeXAYHapoAHbIM yyactnem «MEAUATPUYECKUE YUTEHUA».
Bbl 03HaKoMWTECH C TE3UCAMM YYACTHUKOB KOHPEPEHLMK, a paboTbl NOBEAUTEAEN U MPU3EPOB CMOXETE HAUTU B TOMe 6, Ne 4.

HanomuHaewm, uto npoleawas 12 aekabpsa 2025 r. KOHGEpPEHLMA CTYAEHTOB U MOAOABIX YYEHbIX C MEXAYHAPOAHbIM yYacTUem
«MEAUATPUYECKUE YTEHWA», nocBsiLLeHHAs MamMAaTU BEAMKMX POCCUMCKUX yuyeHbix-neanatpoB A.A. KoatbinuHa, A.A. AebepeBa,
M.A. NoHomapeBon U H.C. KUCAsIK, NPOBOAMAACH CTYAEHUECKUM HayUHbIM KPY>XXKOM Kadbeapbl daKyAbTETCKOW neanaTpun UHcTuTyTa
MaTepuHCTBa U AeTcTBa [Mporosckoro YHuBepcuTeta npu nopaepxke Corosa neanatpoB Poccun B OHAaWH- U odAariH-dopmaTax.

MocTtepHasa ceccusi <UHTEpPECHbIU KAMHUUECKUU CAYUYaAH

B NpaKTUKe Bpaya-nepuarpar

pANCA- u antiGBM-cepono3utuBHbii ANCA-accouMMpoBaHHbIN

BAaCKYAUT y pebeHka

AnekceeBa TaTtbsiHa AreKCeEeBHa

HayuHble pyKoBOAMUTEAH: A\.M.H., Npodeccop KadeApbl MHHOBALUMOHHOM NeanaTpum 1 aetckon xupyprin MHOTP 3aikoBa

Hatanbss MuxanAaoBHa, K.M.H. AkceHoBa MapuHa EBreHbeBHa

PoccriCKnit HauMOHaAbHbBIM MCCAEAOBATEAbCKUIA MEAMLIMHCKIUIA yHUBepcuTeT M. H.W. Muporosa (Mu1poroBckuit

YHuepcuteT), MockBa, Poccuiickaa Gepepaums

AKTyaAbHOCTb. PacnpocTpaHeHHOCTb BaCKyAMTOB, aCCOLM-
MPOBaHHbIX C @HTUHEWUTPOPUABHLIMU LIMTONAA3MATUUYECKUMMU
aHtTUTenammn (ANCA) y peteit, MeHee 1 caydas Ha 1 MAH; kpaW-
He PEeAKO B MeAMaTPUUYECKOM MpPaKTUKe OMUCbIBAKOT CAyvau
BaCKyAUTa C ABOMHOM cepono3nTuBHOCTLIO Mo ANCA v aHTUTe-
AaM (AT) K 6azanbHoM MembpaHe kAyboukoB noyek (antiGBM).

Llenb uccanepoBaHua. MNpeacTaBUTb KAMHUYECKOE HabAto-
peHne ANCA-BackyAMTa C ABOMHOM CEPOMO3UTUBHOCTbIO
no MPO-ANCA 1 antiGBM y pebeHka.

MauueHTbl U MeToAbl. 0606LLEHBI aHAMHECTUUECKUE, KAW-
HUKO-A@bopaTopHbIE, MOPGOAOTMUECKNE AAHHBIE NALMEHTA.

PesyAbTatbl. AeBouka OT OAMBKOPOACTBEHHOrO 6paka,
y MAaaLLero cubeca npobaHaa OTMEYAAUCH 3MM30AbI KPOBOXap-
KaHbsi, y cTapllero cubca — KpoBOXapkKaHbe, remarypusi, ex.
letalis B 8 neT. B 6 AeT y npobaHAa MOSBUAMCH BblpaXeHHas
CcAaboCTb, KallleAb C MPUMECHIO KPOBU, COXPaHSIHOLLIMECS B AWHA-
MUKe, TPeboBaBLUME HEOAHOKPATHOM rOCMUTAAM3aALIMK B CBS3W
¢ aHemwuen (Hb — 26-70 r/A); AaHHbIX 06 aHaAM3ax Mouu
HeT. B 9 AeT BnepBble 0b6cAepOBaHA B HeAEPanbHOM LIEHTPE:
pocT — 136 cm (3-10%), macca — 44,8 kr (75-90%), AA —
112/67 mm prT. cT. (< 50%), B kpoBn Hb — 94-98 /A, KpeaTn-
HUH — 83 MKMOAL/A (PCK®D no CKiD U25 79,3 ma/MKH/ 1,73 M32),
antiGBM — 34,7 Ea/mA (N < 20 Ea/mA), ANCA AT k MPO —
14,5 (N 0-5,0), AT k aABycnupanbHor AHK — 29,63 (N < 25),
npsmas 1 Henpsamas npoba Kymbca — oTpuLaTeAbHble, B Moye
aputpountbl — 54-100 B n. 3p., 6erok — 1433 r/cyT. Mpu yAb-
TPa3BYKOBOM UCCAEAOBaHWW OTMEUYAAUCh YBEAUUEHUE 0bbeMa

noyek (NnpaBas — 222 cm3/m2, AeBan 179 cm3/Mm2), AMdPy3HbIE
U3MEHEHUA MapeHXMMbl noyek. Mo AaHHbIM KOMMbIOTEPHOM
TOMOrpadun AErkux — KapTuHa GUOPO3HbLIX UBMEHEHWUI AErOY-
HOW TKaHW HUXHEN AOAM cAeBa Ha GoHe AUDOY3HbIX M3MeEHe-
HWW AETKMX MO TUMY «MaTOBOrO CTEKA@». YCTAHOBAEH AMArHo3:
«[lyAbMOpeHanbHbIM  cMHAPOM (antiGBM-raomepynoHedpuT?
pANCA-accoumMmMpoBaHHbIA BackyAuT?)». HasHaueHa Tepanwus
rAOKOKOPTUKOMAaMK (TK; npeaHU3onoH 1 mr/kr/cyt 1 mec
C NOCTENEHHOW OTMEHOM). AaHHble MOPdONOTMUYECKOTO UCCAE-
AOBaHUA NMOYEYHOM TKaHW (Yepe3 6 mec nocae Tepanuu K):
nayum-MMMYHHbIN GOKaAbHbIN CEFMEHTAPHbIV TAOMEPYAAPHbIN
CKAEPO3/TnannHo3 ¢ 20% GUOPO3HbLIX MOAYAYHUIR. PebeHKy ObIA
ycTaHoBAeH anarHos: «<ANCA-accoUMMPOBaHHbINA BACKYAWUT; MAO-
MepyAOHEDPUT, GOKAAbHO-CKAEPO3MPYIOLLMI BapUaHT; remop-
parnyeckunii aAbBEOAWUT», Ha3HaYeH NPeAHU30AOH 1 Mr/Kr/cyT
(c mocTeneHHbIM CHWXEHWEM AO03bl), MUKOdeHoAaTa Mode-
TMA (1260 mr/m2). PekoMeHAaLMKU Mo Tepanuu He cobAatoaa-
AUCb; Yy pebeHKa COXpPaHSIAUCb PELMAMBBLI FEMopparnyeckoro
anbBeoAuTa, npotenHypma — 0,5-1 r/A, GyHKUMA NoYek ocTa-
Banacb cTabuabHoi (PCKD — 70 MA/MUH/1,73 M2); B 14 AeT
Ha ¢oHe SARS-CoV-2-uHbekuun — ex. letalis.

3aknloueHue. Takum 06pas3oM, MPEACTABAEH PEAKMIA
B neanaTpuyeckon npaktnke caydat ANCA-BackyauTa ¢ ABOMHOM
cepono3nTuBHOCTLIO No PANCA 1 antiGBM. YuntbiBas ceMenHblIi
aHaMHe3 (aHaAOTMYHas KAMHUYECKas KapTuHa y cMbCoB), MOXHO
NPEANOAOXUTb HaAKUKE Yy pebeEHKa MOHOTEHHOM GOpPMbl NEPBUY-
HOro UMMyHOAEdULMTA, OCAOXKHEHHON PA3BUTUEM BaCKYAUTA.



AvdPepeHunarbHO-AUArHOCTUUECKUE ocobeHHoCTH HEeKOTOPpPbIX
CUHAPOMOB, OﬁYCl\OBI\GHHbIX Ae/\euueﬁ YyacCTKa XpoMOCOMbI

3y6akoBa Codpba BukropoBHa, 3ustokuHa KapuHa CepreeBHa, Cokonos Uropb Baapumuposuu

HayuHble pyKOBOAMTEAH: K.M.H., AOLEHT KadeApbl rocnUTaAbHOM NeanaTpun M. akaa. B.A. TaboanHa UMA CapkucsaH
ErnHe AAbGepTOBHA, K.M.H., AOLEHT KadeApbl FOCNUTAaAbHONM NeanaTpun M. akaa. B.A. TaboanHa UMA YepkacoBa CBeTaaHa

BssuechaBoBHa

Poccricknii HaLMOHAABHbIM UCCAEAOBATEABCKUI MEAULMHCKMI YHUBEpPCUTET UM. H.WU. Muporosa (M1poroBckuii YHMBEPCHUTET),

MockBa, Poccuiickas ®epepaums

AkTyanbHOCTb. CvHApOM Bonbdpa - XupuwxopHa (Wolf -
Hirschhorn syndrome; 4p-cuHapom; MKB-10 Q93.3; OMIM
#194190) — naToAorusl, Bbi3BaHHasi YaCTUUYHOM Aereuveit
KOPOTKOTO nAeya 4-i XpOMOCOMbI U XapaKTepu3ayroLLLascsa Kpa-
HUOdaUMaAbHbIM AUCMOPOU3MOM, MHOXECTBEHHBIMU BPOX-
AEHHbIMK Nopokamu pa3BuTusa (MBIP), 3aAepPXKON pas3BuUTUS,
rMnoTtoHMen. CMepTHOCTb Ha 1-M roay xu3Hu pocturaet 30%.

Lienb uccnepoBaHua. Onucatb AMArHoCTMYeckne ocobeH-
HOCTWM 4p-CMHAPOMa@ B HEOHaTaAbHOM MEPUOAE Ha npumepe
HOBOPOXAEHHOIO Manb4mka C.

MauueHTbl U MeToAbl. Manbuuk C., OT Matepu C OTArOLLEH-
HbIM TMHEKOAOTMYECKUM aHaMHe30M, OT nepBon 6bepemeH-
HocTU. Ha Il yabtpasBykoBoM (Y3) CKpWHUHIE OOHapyXeHbl
MBIP. Poabl 3KCTPEHHbIE onepaTnBHbIe Ha 37-1 Hep rectaumu
B CBA3M C deTanbHbIM AMCTpeccom. Macca Teaa Mpu poxae-
HuM — 2150 r, asmmHa — 47 cm, oueHka no wkane APGAR —
6/7 6annoB. COCTOAHME MPU POXAEHUW TSXEAOe 3a CcueT
KapAMOpPECNUPaTOPHbIX PACCTPOMCTB W reHepaAM30BaHHOM
MbILIEYHOM TMMOTOHUK, TPEOOBABLUMX AbIXaTEABHOM U KapAMO-
TOHWYECKON NOAAEPXKM. C MOAO3PEHMEM Ha TEHETUYECKYHO
natonornto pebeHok ¢ MBIP B cOCTOAHUM MEAMKAMEHTO3HOM
cepaumn B KroBese BbiA NEPEBEAEH B OTAEAEHWE peaHnMaLmu
M WHTEHCUBHOW Tepanuu HOBOPOXAEHHbIX (OPUTH) MHoro-
NpPooUAbHON AeTCKoM 6oAbHMUBI. Mpn ocmoTpe B OPUTH koxa
rMnepemMupoBaHa, WCTOHYeHa, C¢ OyA\aMM Ha KOHEYHOCTAX.
Obpalanv Ha ceba BHWMaHWE CTUIMbl AM33MOpUOreHesa:
Aedopmauma Hoca C MPUBECKOM HOCOBOTO XpsLla, OTCYTCTBUE
BOAOC, AarodtanbM, HW3KO MOCaXEHHble YyLIW C HeAOpasBu-
TbIM XeAMKCOM. OTMEYaAUCb ABYXCTOPOHHAS paclUeArHa ry6ubl,
aAbBEOASIPHBIX OTPOCTKOB M TBEPAOTO Heba, AedeKTbI AUCTaNL-
HbIX OTAEAOB KOHEYHOCTEN. U3MEHEHWS AErkux, BbISIBAEHHbIE
Ha peHTtreHorpamme (Pl), cOOTBETCTBOBAAM BPOXAEHHOMN NMHEB-
MOHUWU. ACUMMETPUYHOE ra30HAMNOAHEHME NEeTeAb KULLIEYHUKA

no AaHHbIM Pl 6pOLWHOM MOAOCTH CBMAETEABCTBOBAAO O MaAb-
potauuun. AmarHoctupoBaHa rMnocnaaus, nNpu MNPOBEAEHWU
Y3-UCcCAEp0BaHMA MOATBEPAMAMCH @HTEHATaAbHO OOHapPYXXeH-
Hble MYABTUKMCTO3Has AMCMNAA3WA MPaBOM MOYKU U ypeTepo-
rMAPOHedpo3 cAeBa. HeWpocoHorpadua BbiSBUAG MPU3HAKK
HE3PEAOCTU U TMMOKCUYECKU-ULLIEMUYECKHUX U3MEHEHWI TONOB-
Horo mo3sra. PocT MapkepoB BocnaneHUst (MPOKAAbLMTOHUH —
12,8 Hr/MA, C-peaktuBHbIi 6enok — 19 Mr/A) aprymMeHTMpo-
BaA CTapT MPOTMBOMMKPOOHOW Tepanuu. MMmyHoAOrMyeckoe
nccaepoBaHWe BbIABUAO Aeduumt IgA (< 0,05 r/A) n IgM
(0,12 r/A). B cBfA3KM C NOAMOPraHHOM AMCOYHKUMEN ObIA NPO-
BEAEH BpayebHbIM KOHCUAMYM AAA YCTAHOBAEHWA MPUYMHBI
3aboneBaHMA. AMArHoCTUYECKMI MOWMCK MPOBOAWMACSH CPEAM
AENELMOHHBIX CUHAPOMOB. YCTAHOBAEHO, YTO deHoTHN B 6OAb-
e cTeneHn CooTBETCTBOBAA 4p-CUHAPOMY. HOBOPOXAEHHbIN
OCTaBaACsi 3aBUCUMbIM OT AblXaTEAbHOM M reMOAMHAMMUUYECKOM
NOAAEPXKU. AHOMAAUST KOXM MO TUMY 3NMAepMOAn3a TpeboBana
0co60ro yxopa ¢ 06paboTKon AeDEKTOB 3aXMBASIIOLLMMU Fensi-
MU. TpaHCKyTaHHble M MoyeuyHble notepu Heaka 06yCAOBMAM
MHOY3UM anbbymuHa. NpPoBOAMAACE KOPPEKLMS SAEKTPOAUTHBIX
M MeTaboAMYECKMX HapylweHWH. HecMoTpss Ha MpPOBOAMMYHO
Tepanuio, BPOXAEHHas MHOEKUMA NpuBena K Aectabuansaumu
COCTOSIHWUA M AETAaAbHOMY UCXOAY B BO3PAcCTe 8 CYT XM3HMU.

Pe3yabtatbl. AeNeUMOHHbIE CUHAPOMbI BHOCST 3HAUNUTEAD-
Hbl1 BKA@A B CTPYKTYPY MAAAEHUYECKOWM CMEPTHOCTU BBUAY
KOMOPOUAHOM NaTOAOTUMKU. BpoxAeHHas MHOEKUMA 3HaUUTENb-
HO OTArOLLLAET COCTOSTHUE TaKMUX AETEN.

3aknoueHue. Cneunduyeckuii AMLEBON GEHOTUMN, Manas
K CPOKy rectauMu macca TeAa, TMMOTOHWA MO3BOAAIOT 3arno-
AO3PUTb CUHAPOM Bonbda - XMpLUXOpHA YyXe NMpU POXAEHMWMK.
MyYABTUCUCTEMHOCTb MPOSIBAEHUI 0OYCAOBAMBAET KOMIAEKC-
HbI MEXAWUCUMMNAMHAPHBIA MOAXOA K AEYEHUIO TaKMX MauMeH-
TOB, NOCTOSIHHOE HAOAOAEHWE U MHTEHCUBHYHO TEpPaNUIO.
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Short Report

KpaTtkue cooblieHusn

KAMHUUYECKUM cAyuaHn NO3AHEU AMArHOCTUKU BPOXXAEHHOM
Manbabcopbuuu rAIOKO3bl-raAaKTO3bl

lT'yamesa LLeHal A6yabda3s Kbi3bl

HayuHbIi pyKOBOAUTEAb! K.M.H., AOLEHT KabeApbl neanatpun um. akaa. I.H. CnepaHckoro AmutpueBa HOama AHApeeBHa

Poccuiickass MeanLIMHCKasa akapeMust HenpepbiBHOMO NpodeccroHanbHOro obpasoBaHusi, Mocksa, Poccuiickas depepauma

AKTyanbHOCTb. BpoxaeHHas manbabcopOumsi TAHOKO3bI-
ranaktosbl (MIT) — peakoe ayTOCOMHO-peleccuBHoe 3aboneBa-
HWe, 06YCAOBAEHHOE AePEKTOM TPAHCMOPTa MAKKO3bl U ranak-
TO3bl Yepe3 anuvkanbHyto MemMbpaHy 3HTepouuTa BCAEACTBUE
MyTauumn reHa SLC5A1 Ha 22-i1 xpomocome. 3aboreBaHue
NPOSIBASIETCA NPOGY3HON AMapeert C NepBblX HEAEAb XW3HM
M MpPU HECBOEBPEMEHHOW AMATHOCTUKE MOXET MPUBOAUTbL
K TakKUM >KM3HEYTPOXaKOWMM OCAOXKHEHWUAM, KaK 3KCHKO3,
TAXenas 6EAKOBO-aHepreTMyeckas HeA0CTaTOYHOCTb U MeTabo-
AMYECKME HapyLLIEHUS.

LieAb uccaepoBaHusA. MPOAEMOHCTPMPOBATL CAyYaid NO3A-
Hel AMarHoctMku cuHapoma MIT M ONpeAeAuTb aAropuUTM
obcAep0BaHUA TPYAHOTO pebeHka C YNOpHbIM AMapErHbIM
CUHAPOMOM.

MauueHTbl 1 MeToAbl. PebeHoK, 9 Mec, ObIA rocnuTannau-
poBaH B craunoHap AIKB um. 3.A. BaliaseBol ¢ xanobamu
Ha AePUUMT Macchl Tena, 3aAEPXKY MCUXOMOTOPHOIO Pa3BUTUS,
YYaLLEHHbIM BOASIHWUCTbIM CTyA. M3 aHamHe3a WM3BECTHO, 4TO
y AOHOLLIEHHOro pebeHka, POAMBLLETNOCA C YAOBAETBOPUTEAbHbI-
MW Macco-poCTOBbIMK MOKa3aTeAsiMK, C 3-X CYT XM3HWM OTMeYa-
OTCA YNOPHbIN AMapPEViHbI CUHAPOM, B3AYTUE XHMBOTa. Ha dpoHe
yKasaHHbIX Xanob chopMrpoBarach TaxeAast XpoHUYeckas ben-
KOBO-3HEpreTMyeckasn HeAOCTaTOUHOCTb, CYLLECTBEHHO 3aMEAAU-
AUCb TEMIMbl GUINYECKOTO U MCUXMUYECKOTO Pa3BUTUA. oNbITKKM
cTabuAM3MPOBaThL COCTOSIHWE NauMeHTa nyTeM nopbopa cmecen,
BKAtOUAn 6E3N\aKTO3Hble, TMAPOAM3OBAHHbIE UM AMWUHOKMCAOT-
Hble, Ha3HaYeHWA aHTUMUKPOOHOM Y CUMMNTOMATUYECKON Tepa-
nun addekta He panv. Ha MOMEHT NOCTyNAeHWs B CTauMoHap
cocTosiHWe pebeHka pacUEeHEeHO Kak Tsaxenoe, 06YyCAOBAEHHOE
HYTPUTUBHBIM AePUUMTOM, BOoAeBbIM abAOMUHAABHBIM W AWa-
PENHBbIM CUHAPOMOM. KAMHMKO-aHaMHECTUYECKHE AaHHble yoe-
AUTEABHO CBUAETEAbCTBOBAaAW B MOAb3Y HaAMUMA Y MNaumMeHTa

BapuaHTa BPOXAEHHOM aHTeponathu. AuddepeHumanbHan Ana-
FHOCTMKA MPOBOAMAACH MeXAy Manbabcopbumen yrAeBOAOB,
3HTeponatver Ha ¢GOHe CTPYKTYPHbIX AEDEKTOB 3HTEPOLMTOB,
3HTEponaTven B CTPYKType X-CUEMAEHHbIX UMMYHOAEDULIMTHBIX
COCTOSIHUI. PebeHOK OblA nepeBeAeH Ha MOAHOE MapeHTe-
paAbHOE MWUTaHWe, Ha GOHEe Yero B TeYEHWe CYTOK AMapemiHbli
CUHAPOM MOAHOCTBIO KyMMpPOBaH. AMarHOCTUUYECKUIA MOMUCK ObIA
CYXEH AO rpynnbl 3a60AeBaHWI, COMPOBOXAAMOLLMXCSH OCMOTH-
yeckon avapeeit. AanbHelas TakTMKa BEAEHUSI 3aKkAtouanach
B NOCTEMEHHOM MEPEBOAE NaLMeHTa Ha CMECb, COAEPXKaLLyto
dPYKTO3y B KQUEeCTBE €AMHCTBEHHOIO YIAEBOAHOIMO KOMMOHEHTA.
AnarHos BpoxaeHHoM MIT 6biA NOATBEPXAEH yxe nocae ctabu-
AM3aLMK COCTOAHUS pebeHKa Ha OCHOBAHWW MOAEKYASIPHO-TEHE-
TUYECKOTO UCCAEAOBAHMS.

Pe3yabTatbl. YeTKMit MOAOXMTEAbHbIN 3QdEKT Ha ¢oHe
SHTEPaAbHOW May3bl U BBEAEHWS B pPauUMOH AevebHoM cmecw
NO3BOAWMA YCTAHOBUTb KOPPEKTHbIM AMArHo3 A0 reHeTMYeCKOM
BepuduKaumu. MNpu 3TOM NO3AHAS AMArHocTMka 3aboneBaHuA
npvBeAa K pPasBUTUIO AWCAUMMUAEMMWU, AUCMETABOAMYECKON
Hedponatun ¢ GopMUPOBaAHUEM HEDPOKAAbLIMHO3A, TAXEAON
HYTPUTUBHOM HEAOCTATOYHOCTU M K 3aAEPXKKE MCMXOMOTOPHOTO
pa3BUTHA.

3akaoueHue. AATOpUTM AnddepeHLManbHON AMArHOCTUKM
BPOXAEHHbIX 3HTEPONaTUii MOXET BKAKOUATb NPOBEAEHWE NPo-
6bl C 3HTEpaAbHOM May30i. YAydylleHue cocTosiHus pebeHka
Ha GOHe NpeKpalleHUss SHTEPAAbHOrO0 MUTaHUS C BbICOKOM
AOCTOBEPHOCTbIO CBUAETEALCTBYET B MOAb3Y OCMOTMYECKOrO
xapaktepa Avapeu Ha $OHe BPOXAEHHOM Manbabcopbumu
YrAeBOAOB. KOoppeKTHas auetorepanusi No3BoAsieT 3GGEKTUBHO
KynupoBaTb NposiBAeHWUs MIT, 0OAHaKO MO3AHAS AMArHOCTMKa
3aboAeBaHUS HEW3OEXHO BEAET K BO3HWKHOBEHWIO THXEAbIX
XU3HEYrPOXatOLLMX OCAOXKHEHWN.



KAuHuueckum cayuau cuHapoma Meutua - Erepca

B HeAManM'-IeCKOﬁ npakKTuke

MaHbko AaHuna EBreHbeBuy, 3eHkuHa Aupusa PycnaHoBHa, Teb6oBa Hatanba AneKceeBHa,

T'yTT AAekcaHAp MapTuHOBUY

HayuHbIii pyKoBOAMTEAB:! A.M.H., Npodeccop, 3aBeaytollas kadeapon neamatpum Ne 2 bypayukan Aaa BraaumupoBHa
KybaHCKui rocyaapCTBEHHbBIN MEANLIMHCKUI yHUBepcHTeT, KpacHoaap, Poccuitickas ®eaepaums

AKTyanbHOCTb. CHApOM lMedtTua - Erepca (CMNE) — peakoe
HacAeACTBEHHOE 3aboAeBaHMe, MPosBAAtOLEECs Nepuopanb-
HOM MEAaHWHOBOM NUIMeHTaLUMEN U MHOXECTBEHHbIMMW raMap-
TOMHbIMKW noAMnamu XXKT C BbICOKUM PUCKOM WHBarMHaLluw,
KPOBOTEUYEHUI U MAAUTHU3ALMMN.

Lienb uccnepoBaHuA. Onvcatb KAMHUYECKKe, nabopaTtop-
HO-AMA@rHoCTUYeCcKMe U MOAEKYAPHO-TEHETUYECKE 0COBEHHO-
cTn TeyeHus ClMNE y NOAPOCTKa C LeAbO YTOUHEHWUST aAropuTMa
ANArHOCTUKKW U TaKTUKU BEAEHWA.

MauueHTbl U MeToAbI. MaureHTka L., 16 AeT, ¢ xarobamu
Ha AMCMNENCUIO, CHWXEHWe annetuta M MnocTnpaHAWaAbHble
60AM B XMBOTE, C OTATOLLEHHbIM aHaMHe30M (3KCTpeHHasi
onepaums no NoBOAY TOHKOKMLIEYHOW MHBarnMHaumu B 11 AeT
¢ pesekumert 50 cM TOHKOM KULLKK). AAS BEpUdUKaLMK AMarHo-
3a BbINMOAHEHbI U3NKAAbHbBINA OCMOTP (BbIIBAEHWE NEePUOpPanb-
HOW NMUrMeHTauun), o6LLMI aHaAU3 KPOBU U BUOXMMUS (BKAO-
Yas onpepeneHue CbIBOPOTOYHOIO XeAesa), YALTPa3BYyKOBOE
nccaepoBaHue (Y3WM) opraHoB 6prOLLIHON MOAOCTH, 330darora-
cTpopayopeHockonua (AMIAC) U KOAOHOCKOMUA C MOAMMIKTO-
MUWEeW, NaTorMCTOAOrMYeCcKoe MCCAEAOBaAHNE YAANEHHbIX 0bpas-
LOB, MOAEKYAIPHO-TEHETUYECKOE CEKBEHWPOBAHWE MaHeAU
415 reHOB AAAl BbISIBAEHWA rePMUHAAbHbIX BapUaHTOB.

Pe3yabTatbl. AMArHOCTUYECKUI MOWCK BbISBUA MNOCTre-
Mopparunyeckyto aHemuto (Hb — 102 r/a (ped. 112-148),
Ht — 30,8% (ped. 32-46%), CbIBOPOTOUHOE XEAE30 —
6,4 MKMOAb/A (ped. 10,7-32,1)); peaKTMBHble W3MEHEHWS
neyeHn v ANdOY3Hble M3MEHEHUSI MOAXKEAYAOUHOM XeAesbl
no AaHHbIM Y3W; MHOXECTBEHHbIE MOAMMNOBHAHbIE 06pa3oBa-
HUA B xeayake (0,3-1,5 cm) npu IOTAC 1 noAmn AnameTpom
~1,2 cM B 060A0UYHOM KULLKE NPW KOAOHOCKOMMUK; NMPU MOAMM-
3KTOMUKU Pa3BUAOCb KPOBOTEUEHWE M3 BEPXHMX OTAENOB XKKT,
3QPEKTUBHO KYNUPOBAHHOE 3HAOCKOMWYECKMM TemMOCTa3om

(AOKaAbHOE BBEAEHME pacTBOpa appeHaAnHa). Makpockonus:
ABa XEAYAOUHbIX MOAMMA 1,3 n 2,0 cm, 060A0UHbIN —
1,2 cm. TUCTOAOTUSI MOATBEPAMAG FaMapPTOMATO3HYHO MPUPOAY
MOAMMOB: BETBALLAACA CTPYKTypa FAAAKOMBbILIEYHbIX My4Y4KOB
M3 COOCTBEHHOM MAACTUHKM CAM3UCTOM OOOAOYKM, pa3BeT-
BAEHHbIE XeAe3bl, Y4aCTKU W3bA3SBAEHUS U BOCMAAUTEAbHbIN
MHOUABTPAT. MOAEKYAAPHO-TEHETUYECKOE UCCAEAOBaHWE Bbis-
BWAO rePMUHAAbHYIO FeTEPO3UTOTHYIO MyTaumio B reHe STK11:
¢.543C>G (p.Asn181Lys, rs730881973), paHee OMNUCaHHY
KaK NaToOreHHyto, YT0 OKOHYaTeAbHO MOATBEPAMAO AMArHO3
CIE. NMpoBeaeHbl 3HAOCKOMUYECKUE NMOAUMMOIKCTPAKLMMN U MOA-
AepXuBatoLLaa Tepanusa (OMenpason, 3TaM3uAaT, TpaHekca-
MOBasf KWCAOTA, MHOY3MOHHAS KOPPEKLMSA) C MOCAEAYHOLLEN
KAMHUYECKOW 1 AabBopaTopHOM ctabuan3aumnen.

3aknoueHue. KAMHUUYECKUI CAyda AEMOHCTPUPYET YHU-
KaAbHOCTb HaOAOAEHMA, 3aKAOUAIOLLYHOCA B MOCAEAOBATEAb-
HOM Pa3BUTUKU ABYX XXM3HEYrPOXatOLLUMX COCTOAHWNA — WHBa-
rTMHaUMM KULLIEYHMKA B AETCKOM BO3pacTe U KpOBOTEYEHMUA
13 BepXHUX 0TAeN0B XXKT Ha aTane AMarHoCTUYEeCKOM NMOAUMIK-
TOMMK Y NOAPOCTKA. Ha OCHOBaHMM OMUCAHHOIO CAyYas npak-
TUYECKUMU PEKOMEHAALMAMU ABAAIOTCH: 1) aKTMUBHOE BbISiB-
AEHWe NepuopanbHOM NMUIrMEHTaLMKU U AeTaAM3aLMst aHaMHe3a
(MHBarMHauMM B AETCTBE) AAA paHHero npeanonoxeHus CIIE;
2) ueneHanpaBAeHHas AabopaTopHaa AMarHOCTUKa U MOHWTO-
PUHI @aHeMKK (KOHTPOAb Hb, Ht, CbIBOPOTOUHOIO XeAesa) u ee
CBOEBPEMEHHas KOppeKums; 3) Npu NAaHUMPOBAHWUMU SHAOCKO-
NMUYECKUX BMELLATEAbCTB BAAAEHME TEXHUMKaMU 3HAOCKOMUYe-
CKOWM MOAMN3KTOMMU U SKCTPEHHOIO remocTasa; 4) MOAEKyAsp-
HO-TEHETUUYECKOE MOATBEPXAEHME (CeKBeHMpoBaHWe STK11)
W OpraHu3aums MOXMU3HEHHOr0 MYABTUAMCLUNAMHAPHOIO
HabAtoaeHUst ¢ nepuoanyecknmmn IPTAC U KOAOHOCKOMUSIMMU,
a TakXXe reHeTMYEeCKUM KOHCYABTUPOBaHWEM POACTBEHHWKOB.
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KAMHUWUYECKHUM cAyuaun yCnewHOoro Ae4eHusa pebeHka ¢ 0CTaHOBKOU
cepAeYHOU AeATeAbHOCTU nNpu cuHapome WPW

PyaneHko AHHa BuktopoBHat

HayuHbIi pyKoBOAUTEAb:! Bpay-KapAMoxupypr KapoukuH Butaanin OneroBuy?

1 BeAOpPYCCKUI TOCYAQPCTBEHHbBIN MEAMLIMHCKMI yHUBEpCHTET, MUHCK, Pecnybanka beaapycb
2 PecnybAMKaHCKMI HayUYHO-MPaKTUYECKUI LEHTP AETCKOM XMpypruun, MuHck, Pecnybanka beaapycb

AKTyanbHOCTb. BHe3anHas cepaedyHas cmeptb (BCC)
MOXET CcTaTb MepPBOM KAMHUYECKOM MaHubecTaumen CuH-
APOMa MpPeABO30YXAEHUS XEAYAOUKOB. [0 A@HHBIM pa3Any-
HbIX @BTOPOB, PaCcMpPOCTPAHEHHOCTb GEHOMEHa M CUHAPOMA
Boabda - MapkuHcoHa - Yawnta (WPW) B nonyafumu coctas-
aset 0,1-0,3%. CuHapom WPW npeanoAaraet onpeaeneHHbii
INEKTPOKAPAMOTPAdUUYECKMIA NATTEPH U HAAMUME KAMHUYECKMX
AWM 3adUKCUPOBAHHBIX MPUCTYNOB TaxMapuUTMUA U ABASIETCA
NPOrHOCTUYECKU Oonee HEBAAronpUSATHbIM C TOUKM 3PEHUSNA
pucka pasButus BCC. KatetepHasa abaauma (KA) sBasetcs
KparHe 3dpdeKTMBHbIM U 6e3onacHbIM METOAOM AEYEHWSA CUH-
Apoma WPW y aeteit.

Lenb uccaepoBaHUA. OnucaTb KAMHMYECKUMI CAyyam
YCMELHOro AeYeHUsi pebeHKka C OCTaHOBKOM CEPAEUYHON Aes-
TEABHOCTU Npu cruHapome WPW anst opMUpPOBaHKUS HaCcTopo-
XEHHOCTM NEANATPOB B OTHOLLEHWW NaLMEHTOB C GeHOMEHOM/
cuHApoMoM WPW 1 cBOEBPEMEHHOM AUArHOCTUKU U AEYEHUS.

MauuneHTbl U meToAbl. MauneHT C., 7 AeT, macca Tena —
21 «r. Mpun poxaeHun Ha IKI 3apernctpupoBaH GpeHOMEH
WPW, xanob He npeabaBAsiA, MPUCTYMbl MapPOKCUM3MaAbHOM
TaXMKapAuKM He 3aperncTpupoBaHbl. Bo Bpemsi MHTEHCUBHOM
dU3nYecKor Harpysku B Bo3pacTe 7 AEeT BMepBble MNoTepsA
CO3HaHWEe C OCTaHOBKOM AbIXaHUSI M CEPAEUYHON AEATEABHOCTM.
Bpurapov ckopor MeAULMHCKOM nMomMoLLmM Ha JKI 3apernctpu-
poBaHa GUOPUAAALMA XKEAYAOUKOB, HauaTbl peaHUMaLMOHHbIE
MeponpuaATHA, NpoBeaeHa AeDUOPUAAALMSA, CepaevHan Aes-
TEeAbHOCTb BOCCTAHOBAEHa. PebeHok ObiA rocnuTasusnpo-
BaH B 06AacTHOW cTauuoHap, MocAe crabuAaM3auun COCTO-
AHUS HanpaBaeH B PHIL, AeTckoWM XMPYprum ¢ AMarHO30M:
«COCTOSIHME NMOCAE KAUHUYECKON CMePTU. PUOPUAAALUS XKeEAY-
AoUKkoB. MaHudecTHbii WPW, HK O» ana pelueHus Bomnpoca

0 NpoBeAeHUr MeToA0OM KA AOMOAHUTEABHOTO MYTH NPOBEAEHWSA
(ANM). Mo AaHHbLIM TPAHCTOPaKaAbHOM 3X0OKapAMorpadumn — 6es
naToAormMu, No AaHHbIM KT B 12 0TBEAEHUSAX — MaHWUGbECTHbIN
WPW. BbINOAHEHbI 3HAOKapAMAAbHOE 3AEKTPOOU3MOAOTUYE-
ckoe uccaepoBaHue (393DU), KA AMM npaBow 3apHecenTanb-
HOW AOKaAM3aLMK (NapameTpbl abAsLMK: OpoLlaeMblii KaTeTep,
25-30 BT, opouweHne — 17 MA/MUH).

Pe3yabtathl. [py KOHTPOABHOM 33DU paHHbIX 3a HaAUuKe
ANM He noAyyYeHo, 6bIAU BbINOAHEHbBI MEAMKAMEHTO3HbIE NMPO-
6bl C aAPEHAaAMHOM W aTPOMUHOM, PaCLUMPEHHbINA XEAYAOUKO-
Bbli1 MPOTOKOA — 6€3 apUTMUUYECKUX COObITUI. SaKAKOUMUTEABHbIN
AMarHo3: «CoCTosiHME MOCAE KAMHWUYECKOW cMepTu, Gubpua-
AALMU  XKEAYAOUKOB. MaHudecTHbIi cuHapom WPW ¢ npu-
CTynamu aTpPUOBEHTPUKYASPHOWM PELMMNPOKHONM TaxMKapAUM.
99®U u paaroyactoTHaa abAsLMA NPaBOro 3aAHECENTaAbHOIO
AlM». Mo pesyAbTatamM reHeTMYeCcKoro MCCAeAOBaAHUA ABHHbIX
3a NepBUYHbIE ANEKTPUUECKKE BOANE3HM CEPAL@ HE MOAYYEHO.
Ha koHTpoAbHbIX KT 1 N0 pe3ynbTataM XOATEPOBCKUX MOHUTO-
pupoBaHuii KT naumeHTta yepes 3, 6 Mec, 2 ropa NPU3HaKK
AOMOAHWUTEABHOTO MPOBEAEHUA, APYrMe HapylleHWa putMa
cepALa He 3aperncTpupoBaHbl.

3akatoueHue. CuHapoM n deHomeH WPW xapaktepuayetcs
pa3Ho0bpa3nemM KAMHUYECKMX NPOSBAEHWUI — OT 6e3onacHoin bec-
CUMMTOMHOM AeAbTa-BoAHbI Ha Kl poo BCC npu TaxmaputMusix.
310 06yCAOBAMBAET HEOOXOAMMOCTb CBOEBPEMEHHOIO HanpaBsAe-
HWA NauyeHTa B CNeuMaAM3MpoBaHHbIE CTaLMOHapbl, BaXHOCTb
WHAMBWAYaAM3UPOBAHHOMO MOAXOAA K AMArHOCTUKE U AEUYEHMIO.
B cayyasix, koraa MMetoTcs nokasaHus, KA npeactaBaseTr coboin
BbICOKO3QOEKTUBHbIA METOA, NO3BOASIOLIMIA ycTpaHuTb AN,
MWHWMU3UPOBaATb PWUCK MOBTOPHbIX 3MU30A0B TaxmapWUTMUNA,
a Takxe CHM3UTb puck BCC y nauneHToB AETCKOro Bo3pacTa.



KAMHUYECKUIH CAyYal XPOHUUECKOro MAAAEHYECKOro
HEepPBHO-KO)XXHO-aPTUKYAAPHOIO CUHAPOMA Y pebeHKa

paHHEero eo3pacTa

Ky3HeuoB Ceprei Baapumuposuu, NyceBa TatbAHa AAeKceeBHa

HayuHbIi pyKOBOAMTEAD: K.M.H., AOLIEHT Kadeapbl rocnuTasbHoM neanatpuu LLytkoBa Aana HOpbeBHa

MPUBOAXKCKMI MEAMUMHCKUIA MCCAEAOBATEALCKUI yHUBEPCHUTET, HUXHUI HoBropoa, Poccuiickas ®deaepauma

AKTYaAbHOCTb. XPOHWYECKUI MAAAEHUYECKUI HEPBHO-KOX-
HO-apPTUKYASIPHBIA CMHAPOM / MAQAEHUYECKOE MYALTUCUCTEM-
Hoe BocnaanTenbHoe 3aboneBaHue (CINCA/NOMID) — peakuit
MOHOTEHHbIA ayTOCOMHO-AOMMWHAHTHbIM ayTOBOCMAAUTEAbHbIN
CUHAPOM M3 rpynnbl KPUOMMPUH-aCCOLMMPOBAHHbBIX NEPUOAK-
yeckux cuHppomoB (KAIC), cBsi3aHHbIX C MyTauMaMW B reHe
NLPR3, NpuBOASILUIMMU K HapyLUeHUIO cuHTe3a Henka Kpuo-
nMMpUHa U Pas3BUTUIO CUCTEMHOIO acenTUYECKOro BOCMAAEHMs.
MoAMOpraHHOCTb NMopaXeHus, BbICOKasi BEPOATHOCTb PaHHEN
MHBAAMAM3ALMK, CAOXHOCTb Nopbopa Tepanuu OMpeAeAstoT
AKTYaAbHOCTb U3YYEHWSA AQHHOM TEMBI.

Lienb uccnepoBaHUA. [peacTaBUTL KAMHMKO-A@bopaTtop-
Hble ocobeHHocT cuHapoma CINCA/NOMID y pebeHka paH-
Hero Bospacra.

MauneHTbl U MeToAbl. [1pOaHaAM3MPOBaHbI aKyLLIEPCKO-
6MONOrMUECKUIA, FEeHEAAOTMYECKUI aHaMHEe3, aHaMHe3 3abone-
BaHWA MaAbumnka ., 4 aeT, ¢ cuHapomom CINCA/NOMID.

Pe3yabratbl. Manbumk A., 4 ropa, oT BTOpon bGepemeH-
HOCTW, BTOPbIX ONEepaTMBHbIX POAOB Ha cpoke 35 Hea. Macca
Tena npu poxpeHun — 1890 r, poct — 47 cMm, OUEHKa
no wkane APGAR — 8/9 6annoB. leHeanorMyecknuin aHamHes
otaroweH: y matepu KAMC, cuHapom Makaa - Yaanca (MyTa-
umnsa p.Phe311Leu (¢.933T>G) B reHe NLPR3). C poxaeHus
y pebeHka MMeAacb pPeuMAMBUPYHOLLAA YPTUKapHas CbiMb
B couyeTaHuu ¢ GebpUAbHOM AMXOpapkon 6e3 KaTapaAbHbIX
ABAEHUI C pasHoW yactoto. C 6 Mec HapacTaeT 3aAepxka
B MCUXOMOTOPHOM MU U3MYECKOM pa3BuUTUK. [pu obcaepo-
BaHWM Ha BbICOTE KAMHUKU BbISIBAEHO MOBbILEHWE YPOBHSA
6enkoB ocTpoit dpasbl BocnaneHusa (BOD): C-peakTMBHbIN Henok
(CPB) — 63,3 mr/A, nenkountod — 25,4 x 109/A, CKOPOCTb
ocepaHuns aputpoumtoB (CO3) — 43 mm/u. lpu odptanbmo-
CKOMUU — OTEK AWMCKa 3PUTEABHOTO HepBa, MpW HeWpoBu3ya-
AM3aLUMKM — NPU3HAKKW BHYTPEHHEW ruapouedanmu. Mpu mone-
KYASIPHO-TEHETUUYECKOM WCCAEAOBAHUM HaWAeHa naToreHHas

myTaums p.Phe311leu (c.9337>G) B reHe NLRP3 B rete-
PO3UTOTHOM COCTOSIHUK. [laumeHTty amarHoctupoBaH KATIC,
cuHapom CINCA/NOMID. Hauata Tepanusi aHakMHpoW B A03e
3 MI/Kr/CyT MOAKOXHO, UYTO MPUBEAO K KyNUPOBAHWIO CUM-
NTOMOB, HOpMaAn3auun yposHa BOD, pa3BUTHUIO BO3PaCTHbIX
HaBbIKOB. B AMHamMWKe C 2 AeT BHOBb 3nu30Abl debpuanteTa
B COYETAHUW C TFOAOBHbIMKU 6GoasMM, doTodobuer, adtamu
NMOAOCTU pTa, C 3 AeT apTpanruu, HapactaHue CPB (19,4 mr/A).
[\03a aHakWHPbI NOBbILWEHa A0 5 Mr/Kr/cyT. B 3,5 rona KAvHKKa
acenTMYecKoro MeHWHruTa, CbiIBOPOTOUHbIN aMUAOUA A (SAA) —
27,5 Mr/A. B 4 ropa pebeHoK rocnvraArnsvpoBaH B AETCKyto
FOPOACKYH KAMHMUECKYI0 6oAbHMLY Ne 1 1. HuxHero HoBropoaa
C KAMHWKOM MEHWHIWUTa, pPa3BMBLUErOCS MNPW CaMOCTOATEeAb-
HOM OTMEHe MaTepbto aHakWHPbl. OO6BLEKTMBHO: COCTOAHWE
Taxenoe, Temneparypa 39,0 °C, MEHWHreaAbHbl€ CUMMTOMBbI
NOAOXMUTEAbHbIE, pe3kasi TonoBHasi 60Ab, pBoTa, dpoTtodobus,
60AM B XMBOTE, TMMNEPEMUA KOHBIOHKTMB. AHaAM3 AMKBOpa:
HEUTPOOUABbHBIM UMTO3 — 187/1 MKA (106 HEWTPOPUAOB,
81 AvmdoumnT). MUKPOOBUOAOTUUECKOE WCCAEAOBAHUE AWMKBO-
pa MOATBEPAMAO €ro acenTUYeckui xapaktep. NabopaTopHo:
CPB — 43 wmr/A, anerikoumTos — 12,7 x 109/a, CO3 — 27 MM/,
dubpuHoreH — 4,61 r/A, CKOPOCTb KAYBOUKOBOW GUALTPALIMK
no Weapuy — 95,6 MA/MUH/1,73 m2. CocTosiHWe pebeHka
CTabUAM3MPOBAHO NPW BO30OHOBAEHWW Tepanuu aHakuHPOW
B AO3€ 6 MI/Kr/CyT BHYTPMBEHHO KaneAbHO.

3aknoueHue. OnucaH KAACCMUYECKUMI CAyval CvHApOMa
CINCA/NOMID c pebroTom B nepuope HOBOPOXAEHHOCTMU.
AvarHo3 NoATBEPXAEH MO COBOKYMHOCTU KAMHUYECKMX, MOAE-
KYAIDHO-TEHETUYECKUX Aa@HHbIX MO Kputepusam Eurofever/
PRINTO. PebeHKky nokasaH KOHTPOAb YpoBHA BO®, SAA, dyHK-
umu noyek. HepoctatouHas adpPeKTMBHOCTb 6Ha3UCHOM Tepanmu
CBUAETEALCTBYET O HEOOXOAMMOCTM CBOEBPEMEHHOM KOPPEK-
UMK AO3bl U cnocoba BBEAEHWS aHAKMHPbI AASI KOHTPOAS HaA
3aboneBaHMEM.
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HeoHaTaAbHafA rUNOrAMKEMMUA KaK NPOABAEHUE TPAH3UTOPHOMU
HaANOYeYHUKOBOW HEAOCTATOYHOCTU (KAMHUYECKUM CAyUYaH)

Puxrtep Aapba AreKceeBHa

HayuHble pyKOBOAMTEAM: A.M.H., AOLEHT KadeApbl NEAMATPUM C KYPCOM SHAOKPHUHOAOrMKM OAeiHUK OKcaHa AAekceeBHa,
K.M.H., aCCUCTEHT KadeApbl NeAUaTpum ¢ KYpPCoM SHAOKPUHOAOTHUM [opbaTeHko EaeHa BukeHTbEBHA

CrBUPCKMI rOCYyAaPCTBEHHbIM MEAMLMHCKUI YHUBEPCUTET, TOMCK, Poccuiickas ®eaepaums

AKTyaAbHOCTb. [lorpaHuyHble COCTOSHWUA Y HOBOPOXAEH-
HbIX MHOTA@ TPEOBYIOT HE TOABKO HaBAOAEHUS, HO U BpauyebHOro
BMeLLaTeAbCTBa.

Llenb uccnepoBanua. NpeacTaBAEHUE KAMHUYECKOTO CAY-
yasi TPAH3UTOPHON TMMOTAMKEMMUU HOBOPOXAEHHbIX C HETUMWY-
HbIM TeYEHMEM.

MauueHTbl U MeToAbl. aupeHTka b., oT nepBoi bHepe-
MEHHOCTH, MepBblX POAOB, Macca Tena — 3770 r, pocT —
55 cMm. OueHka no wkane APGAR — 8/9 6annoB. Bospact
Matepu — 25 AeT, GaKTopoB pUCKa Pa3BWUTUS HEOHATaAbHOM
rMNOrAMKEMUW B aHaMHe3e He BblBAeHO. B 1-e CyT XW3Hu
ObIA OTMEUEHbI KAMHWYECKME CUMMTOMbI: AEBOYKA «MOCH-
Hena», MOSIBUAUCH «MAABAlOLLME ABWXEHWA TA@3HbIX SOAOK»
Ha ¢oHe rankemmnn 1,8-2,8 MMOAb/A. AOKOPM CMECbHIO, BBE-
peHne 10% pactBOpa TIAKOKO3bl He OKa3aAu MOAOXKMUTEAb-
Horo addekta Ha AabopaTopHble nokasatean. Ha 3-u cyTt
XWU3HU MPU OTCYTCTBMU KAMHWYECKUX CUMMTOMOB BbIiIBAEHA
runoramkemust — 1,1 MmoAab/A. O6bem AedyeHUss ObIA pacLuu-
peH: ponanBaHue 10% pacTBOPOM TAOKO3bl U HEMPEpPbIBHOE
BBeaeHHe 10% pacTBopa TFAOKO3bl BHYTPUBEHHO CO CKOPO-
ctbto 10 MA/4, HO 6eccHMNTOMHaa TUMOTAMKEMUA (MeHee
2,6 MMOAb/A) BbIIBASIAGCb E€XEAHEBHO, MNPEVMYLLECTBEHHO
B BEYEPHUE W YTPEeHHWE Yacbl. [IpUMeHeHre rAoKaroHa oka-
3bIBAAO HEMPOAONKUTEABHBIN 3ddEKT. Ha 4-e CyT XU3HU BbISiB-
AeH CYOKAMHUYEeCcKUi runotupeos (TTI — 9,90 MKME/MA) npu
HOPMAaAbHbIX 3HAYEHUAX UHCYAMHa M KOpPTU30Aa; Y3W opraHoB
OPOLWHOM MNOAOCTM M HAAMOYEUYHMKOB NATOAOTMU HE BbISBUAO,
UYTO MCKAKOUMAO BEPOATHOCTb TMNEPUHCYAMHWM3MA W HAAMO-

YeYHUKOBOW HEAOCTaTOUYHOCTU. lMocTnpaHAManbHaa rAMKEMUN
B NpeAeAax HOPMbl, YTO UCKAKOYMUAO HYTPUTUBHYHO HEAOCTATOU-
HoCTb. Ha 11-e cyT XW3HW Ha3HAuYeH NPEAHW3O0AOH B CyTOY-
HOWM AO3e 5 Mr U npekpalleHa MHQY3Us pacTBopa FAHOKO3bI.
Hopmaansaums raMkeMun npousollAa Ha 2-i AeHb Tepanuu,
KoTopasi NPOBOAMAACH B TeUeHUe 7 AHeW C NOCTENEHHOM OTMe-
HOW. AeBOYKa BbiMMCaHa B YAOBAETBOPUTEAbBHOM COCTOSIHWM
1 TOLAKOBOW rAukemuen 3,3 MMOAb/A Ha 18-e CyT XU3HM.

Pe3yabtatbl. C y4eTOM MOAOXWTEABHOrO OTBETA Ha Tepa-
MU0 TAKOKOKOPTUKOMAAMU, BEPOSATHO, B AAHHOM CAy4Yae oTMe-
yanacb TPaH3MTOPHAsA HaAMNOYEYHWMKOBAS HEAOCTAaTOYHOCTb,
NposABAEHUEM KOTOPOW ObiAa TMNOrAMKEMUA. AaHHOE COCTONA-
HUe He ObIAO MOATBEPXAEHO AabopaTopHO, Tak Kak COrAacHO
pedepeHCHOMY 3HauYeHWUD YPOBEHb KOPTU30AA MNaLMEHTKU
COOTBETCTBOBAA HopMe. AaHHOEe COCTOsIHME SIBASIeTCS Norpa-
HUYHbIM, TaK Kak 3a BpemMsi HabAOAEHWA He OTMeyYanoCb
YXyALIEHUA OOBEKTUBHOIO cTaTyca MaUMEHTKU: KAMHUUYECKMUX
CUMMTOMOB FMMNOTAMKEMUM He BbIAO AaXe NPU YPOBHE MIOKO3bI
1,4 MMOAb/A. HabatopeHWe B cTaumoHape pebeHka ¢ TpaH3u-
TOPHOW HAAMOYEUYHUKOBOW HEAOCTATOYHOCTBIO U TMMOTAUKEMMU-
el 6bIN0 HEOOXOAMMO BMAOTb A0 CTAOUAM3ALMM YPOBHS TAOKO-
3bl B KPOBW BBMAY ONACHOCTU Pa3BUTUS OCAOXHEHWI.

3akAatoueHue. MOHUTOPMPOBaAHUE YPOBHSI TAHOKO3bl HOBO-
POXAEHHbIX HEOOXOANUMO BBUAY PUCKA Pa3BUTMSA BeccrmnTom-
HOM HeoHaTaAbHOM runorakeMun. Mpu HeadGEKTUBHOCTU
CTaHAAPTHbIX METOAOB Tepanuu TUNOTAMKEMUU B YCAOBUSIX
cTauMoHapa onpaBA@HHO MPUMEHEHME TAHOKOKOPTUKOUAOB
B MUHUMaAbHOW AO3€.



OT naHUUTONEHUU K MUEAOAUCNAACTUUECKOMY CUHAPOMY
U cuHapomy LliBaxmaHa - AaMmMmoHAA

Martpoc EkaTtepuHa CepreeBHa?, llonoBa AHactacuf laBroBHa?

HayuHble pyKOBOAMUTEAM: K.M.H., AOLEHT KadeApbl NPONeAEBTUKM AeTCKUX Bboae3Hern UMA NapuHa AtoboBb EBreHbeBHal 2,
3aBeAytoLLan OTAEAEHWEeM, Bpay-rematonor AaBpeHTbeBa MHHa HukonaeBHa?

1 POCCUNCKUI HALMOHAABHBIV UCCAEAOBATEABCKMI MEAULMHCKUI YyHUBepcUTEeT UM. H.U. Muporosa (Muporosckui

YHuBepcuteT), MockBa, Poccuitickasa Gepepaumsa

2 Mopo30BCKasa AeTcKasi TOPOACKas KAMHUYeckan 6oabHMLE AenapTameHTa 3apaBooxpaHeHus r. Mockebl, MockBa,

Poccuitickas ®epepaums

AKTyanbHOCTb. CHAPOM LLIBaxmaHa - AarimoHaa (CLUA) —
3T0 PEAKOE ayTOCOMHO-PELIECCMBHOE 3ab0AEBaHWE, BKAKOUAIO-
Liee TpMapy NPU3HAKOB: remMaToAOrMyeckne HapylleHus (npe-
MMYLLECTBEHHO HEMTPOMEHWS), IKZOKPUHHAS HEAOCTATOYHOCTb
NMOAXKEAYAOUYHOM XKeAe3bl M KOCTHble aHoMaAuu. PasBuTue
MuenoAucnAacTuueckoro cuHapoma (MAC) siBasietca Hebaaro-
npusaTHbIM ncxoaom CLUA.

Llenb uccaepoBaHuA. [1POAEMOHCTPUPOBATL AMArHOCTU-
YeCKUi nyTb y pebeHka ¢ NaHUMTONEHWEN, NOAYEPKHYTb POAb
reHeTUYECKOM AMarHOCTUKK B BepudUKaLummn AMarHosa.

MauuneHTbl U meToAbl. [MauveHT M., 13 aAeT, B anpeae
2025 1. nepeHec oCTpbIv TOH3UAAWT, B Mae 2025 r. — pecnupa-
TOPHYIO MHOEKLUMIO. B remorpamme BnepBble BbIIBAEHA MaH-
UMTONEHUA (reMorrobuH — 38 /A, apUTPOLUTLI — 1,7 MAH/MKA,
AenkounTbl — 1,02 ThiC./MKA, TPOMOOUUTEI — 31 ThbIC./MKA).
PebeHok 6bIA rocnutaansmMpoBaH B MOpPO30BCKYO GOAbHMLY.
Mo pesyAbTaTamM MUEAOrPaMMbl A@HHBIX 3a OCTPbIM AEMKO3
He MOAYYEHO, KOCTHbIA MO3r onyctolleH. B kpyr anddepeH-
LUMaAbHbIX AMArHO30B OblAM BKAKOUEHbI KOHCTUTYLMOHAAbHbIE
M NprobpeTeHHble anaacTnyeckue aHemuu, MAC. KAOH napok-
CM3MaAbHOM HOYHOM reMorrobuMHypunM He obOHapyXeH, TecTt
C AM3MOKCHMOYTaHOM oTpuLaTeAbHbIM. Mopdonornyeckas kap-
TWHa TpenaHobuonTata U pe3yAsTaTbl UMMYHOTMCTOXMMUYECKO-
r0 UCCAEAOBaHUA BbISIBUAWM NPU3HAKU MUEAOAMCMIAACTUYECKUX
M3MEHEHWIN reMOono3TUUYECKOW TKaHW. Mo pesyAabtatam umTore-
HETUYECKOTr0 MCCAEAOBAHMUS KOCTHOIO MO3ra BbIABAEHbI AeAe-
umnsa 5932, peneums 7q21, moHocomusa 7, peneums 12p13.2.
Taknum 06pa3oM, Ha OCHOBaHWW AAHHbIX @aHaMHe3a, KAMHU-
YeCKOW KapTWHbl U NMPOBEAEHHOTO 06CAEAOBaHWSA YCTaHOBAEH
AMarHo3s: «<M1MenoAMCIAaCTUYECKUIA CUHAPOM (KAOH C KOMTAEKC-
HbIMW XPOMOCOMHbIMU NEPECTPONKAMK, B TOM YUCAE C AENe-
unen 5q, moHocomuen 7, aeneumen 12p)». EAMHCTBEHHbIM
KypaTMBHbIM METOAOM AEYEHUsI 3aBOAeBaHWUA SIBASETCA NpPo-

BEAEHWEe aANOreHHOM TpaHCMNAaHTaLUMKU reMOMNO3TUUYECKMX CTBO-
AoBbIX KneToK (TFCK). B Poccuiickom pervctpe coBMeCTUMbIN
HEPOACTBEHHbIV AOHOP He HailaeH. B ntone 2025 r. npoBeaeHa
annoreHHast TTCK ot poacTBeHHOro HLA (rAaBHbIA KOMMAEKC
r’MCTOCOBMECTUMOCTH) 7/10-COBMECTUMOro AOHOpPa (CUOAMHT).
TpaHcnAaHTaT OYHKUMOHMPYET, NPU3HAKOB PEeakLMK «TpaHC-
fA@HTaT NPOTUB X03AMHa» HeT. 10 pe3yAbTaTaM reHeTUUYECKOro
MCCAEAOBaAHUA METOAOM MOAHOrE€HOMHOMO CEeKBEHWPOBaHUA
B reHe SBDS obHapyXeHbl ABa BapvaHTa B KOMMNayHA-TeTepo-
3UrOTHOM COCTOSIHWM, KOTOPbIE OnMuMcaHbl y naumeHtoB ¢ CLUA.
Mpn NoOWCKe pEeAKMX TEHETMUYECKUX BapMaHTOB, aCCOLMUPO-
BaHHbIX ¢ MAC, B reHe TP53 obHapyXeHo ABa BapuaHTa. bbIia
MCKAKOUYEH rePMUHaAAbHbIN CTaTyC MyTauum.

PesyabTathbl. Y nauueHTa ¢ NaHUMTONEHWen NMpoBOAMAUCH
LUMTOAOTMYECKOE, MOPDOAOTUYECKOE, LUMTOrEHETUYECKOE UCCAE-
AOBaHWSA KOCTHOTO MO3ra AASl UCKAOUYEHMS reMoBAacTo30B,
annas3uun kposeTeopeHus. bbin yctaHoBAeH MAC. Knaccuueckne
npossaeHua CLUA (uutoneHnn B aHamHe3e, 9K30KPWUHHasA
HEAOCTaTOYHOCTb MOAXEAYAOUHOW XeAe3bl, KOCTHble aHOMa-
AMM) y pebeHKa OTCYTCTBOBaAM, UTO HE MO3BOAMAO YCTAHOBUTH
AMarHo3 6e3 reHeTMYeCcKom AMarHoCTUKMK.

3aknoueHue. [puvBEAEHHbI  KAMHWYECKUI  CAy4al
AEMOHCTPUPYET NO3AHKK MaHudectaumto CLUA B BuAe
MAC. Passutme MAC B AeTCKOM Bo3pacTe Bcerpa Tpebyet
noucka NepBUYHOM NaATOAOTMU. Takke HEOBXOAMMO MOMHMTD,
4yto naumeHtol ¢ CLUA yrpoxaembl no pucky TpaHchopma-
umm B MAC M oCTpbii MUEAOBAACTHbIM Aelko3. MyTauuu
B reHe TP53 y naumeHToB ¢ CLUA ABASIOTCS paHHWMMK Mpe-
AnkTopamu passutnus MAC. TeHeTMueckass AMarHOCTUKa npu
OTCYTCTBMU XapaKTepHOM KAMHUYECKOM KapTuHbl CLUA nosso-
AMA@ OKOHYaTEAbHO BepuduuMpoBaTb AMarHos. lNposepeHue
annoreHHon TICK MOXeT CylweCTBEHHO YAYYLWTb MPOrHO3
3aboneBaHusA.
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PeAKUi cAyyall KOAMAAreHoBOro 3HTepUTa, 0CAOXKHEHHOro
6enoKTepAloLLEeN 3HTeponaTuen, y pebeHka paHHero Bo3pacTa

CtpaxHukoBa lNMonAnHa AneKceeBHa

HayuHbIi pyKOBOAUTEAb! K.M.H., AOLEHT KabeApbl neanatpun um. akaa. I.H. CnepaHckoro AmutpueBa HOama AHApeeBHa

Poccuiickass MeanLIMHCKasa akapeMust HenpepbiBHOMO NpodeccroHanbHOro obpasoBaHusi, Mocksa, Poccuiickas depepauma

AKTYyaAbHOCTb. KOAAGreHOBbIV 3HTEPWT BMEPBbLIE OMWCaH
B 1947 . Kak CMHAPOM MaAbabcopbumnm ¢ cybanuTeAranbHbIMU
OTAOXEHUAMU 303UHODUABHOTO rMannHa. MprUUnHbl BOSHUKHO-
BEHWUA U naToreHe3 3aboAeBaHMsI A0 KOHLA He YCTaHOBAEHbI.
BbifiBAEHWE KOAANAreHOBOW 3HTeponaTtuu TpebyeT npoBeaeHMs
AMbdepeHUMaNbHON AMArHOCTUKU MeXAY WHOEKUMOHHbLIMMU,
anAEePrMYeckKUMMU, UMMYHHBIMWU MOPaXEHUAMU XKEAYAOUHO-
KULLEYHOro TpakTa. B MMpPOBOM AWTEpaType OMWCaHO AULLb
HECKOAbKO AECSITKOB CAyYaeB 3TOr0 PeAKoro 3aboneBaHMs
y B3POCAbIX.

LieAnb uccaepoBaHUA. [POAEMOHCTPUPOBATL PEAKUIA CAY-
yall KOAANGreHoBOro 3HTepuTa y pebeHka paHHero Bo3pacTa
B MCXOA€ WMHOEKUMOHHOTO 3aboneBaHUsl, OCAOXHMBLUErOCA
pPa3BUTMEM 3KCCYAATUBHOW 3HTEPONATUM.

MauueHTbl U MeToAbl. AHaAU3 UCTOPHK BOAE3HM MaAbUYMKa
2 neT, HabAtoAaBLLIEroCA B MHOEKUMOHHOM W MEANATPUUYECKOM
otaeneHunsax ArKb um. 3.A. bawinseson.

Pe3yabtatbl. Pe6eHOK MOCTYMUA B MHOEKLMOHHOE OTAE-
AeHne AFKB um. 3.A. BaliAaeBon ¢ runeptepMuent, yuyalleH-
HbIM KaluWueobpasHbiM CTYAOM OOAOTHOrO LBETa, PBOTOW,
CUMMNTOMaMW WMHTOKCMKALUMKU. B KAMHWMYECKON KapTUHE Haps-
AY C KWLWEYHbIM CUMHAPOMOM MOSIBUAMCH Nepudepunyeckue
M MOAOCTHbIE OTEKM Ha $OHE MPOrpeccupytolwert rMnonpoTen-
Hemuu. Mpu UCCAeAOBaHUM Kana OMPEAEAEHO 3HaAYUTEAbHOE
NOBbILIEHWE KOHUEHTpauun anbda-l-aHTUTPUNCUHA — Bonee
2250 MKr/T, 4To NO3BOAMAO MOATBEPAUTL HaAMUME IHTEepona-
MM ¢ notepen 6enka. OnpeaeneH AMarHOCTUYECKMI MOMCK,
BKAOUAKOLWMIA  NEPBUUYHYIO 3KCCYAATMBHYHO 3HTEpoOnatuio
(bone3Hb BanbpmaHa) M BTOpUUHble GOpPMbl 3aboAeBaHMs,
06YCAOBAEHHbIE MHOEKUMOHHBIM, aAAEPTMUYECKUM, UMMYHHbIM
NOpaXeHWeM KULIeUYHUKa. AN YyTOUHEHUST AMarHO3a BbIMOAHE-
HO 3HAOCKOMWYECKOE MCCAEAOBaHWE C MO3TaXHoW 6uoncuen

CAM3UCTON OOOAOUKM, BbIABAEHbI MPU3HAKU MHOEKUMOHHO-
ro nopaxeHusa. MetopaMu MOAMMEPA3HOW LENHOW peakumu
N GaKTEPMOAOTMYECKOTO WCCAEAOBAHUS OMpPeAeneHa coye-
TaHHaa atmonorua 3aboneBaHua (Enterovirus + Klebsiella
pneumoniae). HecMoTps Ha KOMMAEKCHYIO aHTUMWUKPOOHYHO,
CMMNTOMAaTUYECKYIO TepPanuto, UCNOAb30BaHUE HU3KOXMPOBOW
AMETbI, AOBUTLCA YCTOMUMBOM KAMHUKO-AAOOPATOPHON pemMuc-
CUM He ypanochb. MccaepoBaHue BUONTATOB, MOAYYEHHbBIX NP
NMOBTOPHOM 3HAOCKOMWYECKOM WCCAEAOBaHWMW, BbISBUAO Kap-
TUHY KOAAGreHOBOro 3HTEPUTA, PACLEHEHHOTO Kak OCHOBHas
npuyrMHa 6enoKTepsAtoLWEN aHTeponaTtiu. bbina MHWUMMPOBaHa
ropMoHaAbHas Tepanus, Ha ¢oHe KOTOPOM AOCTWUIHYTO Bblpa-
XEHHOE KAMHUYECKOoe YAyuylleHWe. HecmoTps Ha OTCyTcTBUE
TUMWYHBIX CEPOAOTMUYECKUX U MOPPOAOTMUECKUX MPU3HAKOB
LEeAMaKKK, AN NOAAEPXAHUS peMuccuKn BbiAa MCMOAb3OBaHa
6e3rnloTeHoBasA AveTa, MMeBLUAs 3OPEKTMBHOCTb B paHee
onybAMKOBaHHbIX HabAtopeHusix. CocTosHMe nauueHta OblAo
cTabuAM3MPOBaHO, B KaTaMHe3e B TeueHue 2 AeT Ha GoHe ane-
TOTepanuu NpPoTeMHOrpaMmMa ocTaBaAacb B HOPME, KULLEYHbIN
W OTEYHbIA CUHAPOMbI HE PELMAVBUPOBAAM.

3akaoueHue. OnpepeneHune y pebeHka runonpotenHeMuu
B OTCYTCTBME HedPOAOTMYECKOW naTtonornu TpebyeT o06s3a-
TeAbHOTO 0BCAEAOBAHMSI Ha HaAMYMe 3KCCYAATMBHOM 3HTEPO-
natmu. Npu NOATBEPXAEHMM NoTEPU Benka Yepes XEeAyaou-
HO-KMLLUEYHBIA TPaKT AMArHOCTMYECKWMI MOUCK AOAKEH ObiTb
HanpaBAEH Ha WCKAKOYEHWe BOAbLIOro crekrpa 3aboneBaHWM.
MpeACTaBAEHHbIN CAyYalt AEMOHCTPUPYET KOAAAreHOBbIN 3HTe-
PUT Kak KpalHe PeAaKyto MpuumnHy BeAoKTepsitoLLel aHTepona-
TUU, OMNpPeAeAseT POAb MHOEKULMOHHOrO daktopa B pPasBUTUM
naToAOrMn U 3GGEKTUBHOCTb KOMOWHUPOBAHHON aHTUMKUKPOO-
HOW, FOPMOHAAbHOW U AMeToTepanuu (6e3rAtoTeHOBON AWMETHI)
B BEAEHUW TaKUX NMaLMUEHTOB.



Cunapom lomeca - Aoneca - ApHaHAeCca, KAMHUYECKUU CAyYaun

CrerHeeB Hukuta dayapaoBuu, YabsiHoBa Taucua AmutpueBHa, lopenoBckada AHHa AAeKCaHAPOBHA,
XaepoBa 3apuHa PuwiatoBHa, beno3époBa AHacTacusa AHApeeBHa

HayuyHbIii pyKOBOAUTEAD:! K.M.H., AOLEHT Kadeapbl neanatpum M. akaa. A.®. Typa CaxHo Aapuca BuktopoBHa
CaHkT-MNeTepbypreckuin rocyAapCTBEHHbIN NeAMaTPUYECKUn MEANLIMHCKUI yHuBepcuTeT, CaHkT-TMetepbypr, Poccuiickas

depepaumsa
Aetckuit xocnuce, TokcoBo, Poccuiickas ®epepaums

AkTyanbHOCTb. CvHAPOM [oMeca - NAoneca - JpHaHAeca
(CTA9), uAn uepeberroTpureMruHanbHaa AepMaAbHasi AMCMAG-
3us, npeacTaBasieT cobor dakomaTos, XapakTepuayrowmics
Tp1apon pombaHuedarocHHancuca, TPOMHUYHON aHecTe3nemn
1 ovaroBow bunapuetanbHoM anoneumei. HaunHaa ¢ 1979 r.
B MUWpe 3aperucTpupoBaHO OKOAO 60 cAayyaeB MposiBAEHUA
AaHHoro opdaHHoro 3aboneBaHuUs. B HacTosiLiee BpemMs 3TWO-
natoreHe3 3aboAeBaHUS HEAOCTATOYHO WM3Yy4yeH, 4TO 06YCAOB-
AVMBaET MOBbIWEHHOE BHUMaHWE K KaXAOMY BbISSBAEHHOMY
cayyato CIA3.

Lilenb uccnaepoBaHua. AHanM3 cayyaeB CIAD B HayuHow
AUTEpPATYpE, MNPEACTaBAEHWE KOHKPETHOTO KAMHWYECKOro
CAyYas.

MauueHTbl U meToAbl. Hamu 6bin ocyllecTBAeH 0630p
avTepatypbl (45 crateit ¢ 1997 no 2024 r.) U aHaAM3 UCTOPUK
60ne3HM AeBOYKM co CIAD. PebeHOK — BOCMUTAHHUK AETCKOTO
AOMa, paspeLleHne Ha NybArKaLmio NOAyYEHO.

Pesynbtatbl. PebeHOK OT ABeHaauaton 6epemMeHHOCTH,
NATbIX POAOB. BepeMeHHOCTb NpoTeKana Ha GOHE XPOHUYECKOM
HWKOTMHOBOW W AAKOTOAbHOM WHTOKCMKAaLMW, MaTb Ha yuyeTe
B )XK He cocTtosina. Poabl B 37 Hep, kecapeBo ceueHne. Macca
Tena npu poxaeHun — 2130 r, AAMHa Tena — 46 ¢Mm, OueHKa
no wkane APGAR — 8/9. Matb oTka3anach OT pebeHka B POA-
AOMe, pebeHOK HanpaBAEH B AETCKWUIA AOM. B nepBble noAroaa
OTMEYaAUCb 3aAepXka ncuxomoTopHoro passutms (3MMP)
1 balweHHas dopma yepena. B Bo3pacte 6 mec HbIAO 3ameye-
HO MOMYTHEHWE POroBULblI MPaBOro rnasa, B AMHAMWKE OTMe-
YanoCb yBeAMUeHue pa3mMepa nokpacHeHus. OPTarbMOAOrOM
BbISIBAEH SI3BEHHbIN AePEKT NPaBOro rnasa, NPoBEAEHa KOHb-
IOHKTMBaAbHas KkepaTtonaactvka. B 8 mec B cBAsu ¢ rpyboi
3IMNMP BbInoAHeHO MPT roA0OBHOro Mo3ra: KapTvHa aHoOMaAuu
Mo3Xeuka — PomMO3HUedanoCHMHaANCKUC, TUMNONAA3Usa MO30-
AMCTOrO Tena. B 8,5 mec — onepauma — NOKPbITUE POroBML
aMHWUOTUYECKOW MeMOpaHoW M HanoXeHWe BpeMeHHOW bae-

dapopadun Ha oboux rnazax. B 9 mec baedapopadus cHsTa.
Beaylielt 0CO6EHHOCTbIO AQHHOTO KAMHWUYECKOTO CAyYas ABAS-
eTCs IPKO BblpaXKeHHasA ayToarpeccus B BUAE TpaBMaTu3aLumu
rA@3, UTO MPUBOAMT K YCYrybAeHUIO AebEKTOB POTrOBULLbI U TPY-
6bIM TPaBMaTUYECKUM MOBPEXAEHUSIM TA@3HbIX SOAOK C Mpu-
COEAMHEHWEM WHOPEKLMOHHOTO KOMMOHEeHTa. B Hactoswee
BpemMsa pebeHOK NOCTOAHHO HAaXOAUTCA B CAEPXKMBAIOLLMX OpTe-
3ax Ha pykax W/WAM NAACTbIPSAX Ha rAa3ax AN OrpaHUYeHus
3NM30A0B ayToarpeccuun. B Bodpacte 1 ropa 5 Mec naumeHTka
KOHCYAbTMPOBaHa BpavyoM-reHETUKOM. C yYeToM BPOXAEHHOIO
NopoKa Pa3BUTHA TOAOBHOIO Mo3ra (poMb3HLUedanocuHancuc),
TUMUYHON AOKaAM3aLMM aAomneumu (oyaroBas ABYCTOPOHHSA
B HAABWMCOYHbIX 0OAACTSX), rA@3HbIX aHOMaAWN (HEMpPOTPO-
dUYECKUI KepaTUT) AMArHOCTUUYECKUE KPUTEPWMU MOAHOCTbIO
yKknaabiBatotca B CIA3. TeHeTnueckuin pedpekt aas CTAD noka
He OMpeAEeneH, AMArHO3 BbICTABASIETCA MO TUMUYHOM TpUase
deHotMna. Takxke nauMeHTKa MMeeT OOAbLUYH YacTb MaAbIX
KpuTepreB: BalleHHbIM Yepen ¢ naarMouedanven, rvnonaa-
3UI0 AMLIEBOTO OTAEAA Yepena, cTpabuam, HU3KOMOCAXKEHHbIE
yLUK, rnapouedanuto. MNMaunmeHTka NpoxXoAUT Kypchbl aAanTUBHOM
bGU3NYECKOM KYALTYPbI ¥ CUMMTOMATUUYECKOM Tepanuu B Naniu-
aTMBHOM OTAEAEHUW. [ToCAe AeYeHMA OTMEeYatoTCs YAyULlEeHUA
B MMMP 1 Habop Macchl Terna. Ha AaHHbIA MOMEHT (2 roaa
9 mec) pebeHOK CMAMT, CTOWT C OMOPOM, y3HAET AFOAEW, TOBOPUT
npoctble croBa. Macca Tena — 11,3 kr, pocT 91 cMm — Ppusnve-
CKOe pa3BuTUE CpepHee C AePULMTOM MacChbl TeAa.

3akAaoueHue. CIND aBAasieTcAa reHeTUyeckuMm 3abone-
BaHMEM, He MOAAAKLIMMCH Ha Aa@HHbIA MOMEHT 3TMonaTo-
reHeTUYeCKoMy AeyeHuto. focnutaaMsaums B NanAMaTUBHOE
OTAEAEHWE MNPUBOAWUT K YAYYLLIEHWIO Pa3BUTUA M KadyecTBa
XW3HU pebeHka Baaropaps KOMMNAEKCHOMY MOAXOAY, KOTOPbIH
BKAtOUYaeT B cebs npoBeaeHWe apanTUBHOM GU3UUYECKON KyAb-
TYpbl, MEAMKAGMEHTO3HOE AEYEHWE U MCUXOAOro-neparornye-
CKO€E COMPOBOXAEHME.
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TA)Kenoe TeueHUe U AeTaAbHbIM UCXO0A Y NauUeHTa C CUHAPOMOM
KepHca - Ce#pa Ha poHe BHEOOABHUUHOU MHEBMOHUMU

PeBsakuHa Brapa AnekceeBHa, CHerypeHko Mapus AHToHOBHa, CapkcaH Cepren FaikoBuu, Kasakosa Aapbsa UBaHOBHa

HayuHbIi pyKOBOAMTEAD:! K.M.H., AOLEHT KAadEAPbl HEBPOAOTUMW, HEMPOXMPYPIMU U MEAMLIMHCKON FTEHETUKU UM. aKaA.

N.O. bapansHa MHH ToamauéB ApTém lNaBAOBMY

Poccuiickunii HauMOHaAbHbIA UCCAEAOBATEAbCKUI MEAMLMHCKWUIA YHUBepcuTeT M. H.WU. Muporosa (MUporoBckuin YHUBEPCHUTET),

MockBa, Poccuiickas ®epepaums

AKTyanbHOCTb. CuHAPOM KepHca - Ceipa (KSS) — pea-
KOE€ MUTOXOHAPWAAbHOE 3aboAeBaHWE C MYABTUCUCTEMHbLIMM
NPOABAEHUAMMW, XapaKTepM3YHOLLEECA NPOrpPecCcUpyroLLMM
TEYEHWEM U BbICOKOW AETAaAbHOCTbIO. AKTYaAbHOCTb OMMCaHWA
KAMHUYECKOro cAyyasi 06yCAOBAEHA CAOXHOCTbIO AMATHOCTUKM,
NOAMMOPOU3MOM CUMMTOMATUKKU U OTCYTCTBMEM crneunduye-
CKOTO A€YEHUS, UTO AEAAET BEAEHME TaKMX NMaLUMEHTOB KparHe
CAOXHOWM MEXAUCLMNAMHAPHOW 3aAayen.

LieAb uccnepoBaHUA. Onuncatb YHUKAAbHBIA KAMHUYECKUI
CAy4yal MauueHTa C reHETMYECKU MOATBEPXKAEHHBIM CUHAPO-
MOM KSS, npocAeauTb 3Tanbl NporpeccuMpoBaHust 3aboneBa-
HWA U NPOAHaAM3MPOBaTb NPUUYMHBI AETAABHOTO UCXOAQ.

MauueHTbl U MeToAbI. [poBeAeH aHaAM3 UCTOpUK BOAE3HM
nauneHta 17 AeT ¢ cuHapomMom KSS. Mcnoab3oBaHbl AaHHbIE
KAMHWUYECKOro OCMOTpa, AabopaTopHbIX U MHCTPYMEHTAAbHbIX
METOAOB MCCAEAOBAHMS, @ TaKKe pe3yAbTaTbl CEKBEHUMPOBaAHUSA
AHK.

Pesyabratbl. [Maunent C., 2008 r.p., B Bo3pacte 3 AeT
3aboAen OCTPO: OTMeYanacb MHOrOKpaTHas pBOTa B OTCYT-
CTBUE APYrMX cMMNTOMOB. COCTOSIHME ObINO pPacLEHEeHO Kak
KULLEYHaA MHOEKUMS, NMPOBOAMAOCH A€YEHUE C KAMHUYECKUM
yAyylleHWEM. B TeueHue CAeaytoLero ropa HeoAHOKpPaTHO
OTMEYaAUCh MOBTOPHbIE 3MMU30ALI PBOTbI, AABOPaATOPHO OTMeE-
YaA Cb AAKTaT-aLMAO3, TMMNOKaAbLMEMUS, MOCTENEHHO HapoC-

Aa HEBPOAOTMYECKaa CUMMTOMaTUKa: aHuedbanonatvs, napes
KOHeuHocTen, byabbapHble HapylleHUs. [eHeTUYECKUA aHanu3
oT 2013 1. BbIIBUA FETEPONAA3MUIO KPYNHOW Aeneunn MTAHK,
YTO COOTBETCTBYET AMarHody KSS. B BospacTte 17 AeT HaXOAMA-
csl Ha nedveHun B ATKB um. IH. CnepaHckoro ¢ AMarHo3om:
«Tsxenast ABYCTOPOHHSASA MOAMCErMEHTapHas MHEBMOHKSA rprb-
KOBO-OaKTepranbHOM 3TMOAOTMM». HEBPOAOTMUYECKMI cTaTyc
Ha MOMEHT rocnuTaAu3auUmu: NoAHas Ae30pUEHTaLMSs, CnacTu-
yeckuii TeTpanapes. MaumeHT SBAAACA HOCUTEAEM IAEKTPO-
KapAMOCTUMYASITOPA, MMEA BblpaXeHHyto OeAKOBO-aHepreTu-
YecKy HEeAOCTaTOYHOCTb. TeueHWe MHEBMOHUKM OCAOXHMAOCH
TMAPOTOPAKCOM, Pa3BUTHEM OCTPOM AbIXaTEAbHOM M CepAaeY-
HO-COCYAMCTOM HEAOCTaTOYHOCTM, MPUBEALLUMX K AETaAbHOMY
NCXOAY.

3akaoueHue. [peacTaBAEHHOE HaBAOAEHWE UAAOCTPUPY-
€T NporpeccupytoLLiee TeyeHne cuHApoma KSS ¢ BoBAeueHreM
HEePBHOM, 3HAOKPUHHON, CEPAEUYHO-COCYANCTON U AbIXaTEAbHOM
cucteM. OCHOBHOM MPUYMHOM CMepPTM Yy nauueHtoB ¢ KSS
ABAAIOTCA MHTEPKYPPEHTHbIE WHOEKUMU W MeTaboAnyeckue
KpU3bl Ha GOHE WMCXOAHOW MOAMOPraHHOM HEAOCTaTOUYHOCTH.
AaHHbIV CAyYan NOAYEPKMBAET BAXHOCTb MOXWU3HEHHOTO MeX-
AMCLMMAMHAPHOTO HabAKOAEHUS, CBOEBPEMEHHOWM AMArHOCTUKM
N HEeOoBXOAMMOCTb MaAAMATMBHOW MOMOLUM AAS MALMEHTOB
C MUTOXOHAPUAAbHBIMK 3a60AEBaHUSMMU.



NMoctepHana ceccua <HayuHo-uccnepoBaTenbCKue paboTbl»

OcobeHHOCTH PU3NUYECKOro pa3BUTUA AETEU C LLleAMaKUeun

LlieBueHko MonuHa CepreeBHat

HayuHblii pyKOBOAMTEAb: K.M.H., AOLEHT KadeApbl neamaTpun M. akaa. I.H. CnepaHckoro AmutpreBa KOans AHApeeBHa? 3

1 MOCKOBCKMI rocyAapCTBEHHbIN yHUBEpCUTET MM. M.B. AomoHocoBa, MockBa, Poccuiickas ®eaepaums

2 \eTckasi ropoAcKas KAMHUUYeckan 6oAbHMLa MM. 3.A. baluaseBoi, MockBa, Poccuiickas ®eapepaums

3 PoccHiicKas MeAMUMHCKas akaAEMMUA HENPEPbLIBHOTO NpodeccruoHanbHoro obpasoBaHusi, MockBa, Poccuiickas depepaunst

AKTyanbHOCTb. LleAnakuns — ato ayTOMMMYHHOE CUCTEMHOE
3aboneBaHWe, BbI3bIBAEMOE TAKOTEHOM Y TFEHETUYECKU MPEeA-
PaCnOAOXEHHbIX AWML, KOTOPOE COMPOBOXAAETCA CTOMKUM CUH-
APOMOM Manbabcopbunu. HapylueHUs GU3NMUECKOrO pasBUTUS
4acTo BbIABAAOTCSA B AeOtoTe 3a00AEBAHMA U B AAAbHENLLIEM
OTpaxarT AMHAMMUKY BOCCTAHOBAEHWS CAM3UCTOM O0BOAOUKM
Ha 6e3ratoteHoBol aneTe (BIA). AHAaAU3 UCXOAHbBIX @aHTPOMOMeE-
TPUYECKUX AQHHBIX U UX AMHAMWKK B 3aBMCMMOCTU OT BOo3pacTa
NMOCTaHOBKM AMArHO3a MOXET ObITb MOAOXKEH B OCHOBY MpaKTy-
YECKMNX PEKOMEHAALIMI ANA BPaAYein-neaMaTpoB.

Lleab uccnepoBaHusa. [poaHaAM3upoBaTb 0COBEHHOCTH
HU3MUECKOro pasBUTUS AETEN C LieArakuel B AebtoTe 3abone-
BaHWSA U B AMHAMKUKe Ha ¢poHe BrA.

MauneHTbl U MeToAbl. [1POBEAEH PETPOCMNEKTMBHbLIN aHa-
AM3 716 uctopuit 6oAe3HM nauueHToB B Bo3pacte OT 6 mec
Ao 18 neT, HabawpaBlmnxcs B ATKB um. 3.A. Balinsesoi
B nepuop ¢ 15 okTtabps 2003 no 15 maa 2025 r. OueHka
AHTPOMOMETPUYECKMX MOKa3aTerel MPOBOAMAACb Ha OCHOBE
paHHbIX BO3 ¢ nomoubto naketoB R “anthro” n “anthroplus”
C pacyeToM MHAEKCa MacCbl Tena M MokasaTenen z-score.
CratncTMueckas 06paboTka AaHHbIX BbIMOAHEHA C MCMOAb30-
BaHueM f3blka Python.

Pe3yabTathbl. B UccrepoBaHME BKAOUEHbI 716 aetelt (58%
AeBOYEK). Bo3pacT MoOCTaHOBKM AMArHo3a y MaAbYMKOB ObIA
60AblLe, UeM y AeBoUek (p = 0,018): mearaHa (MEXKBaPTUAbL-
HbI pa3max) Bo3pacTa MOCTaHOBKM MaAbYMKOB COCTaBMAA
77,0 (46,0-120,2) mec, a poeBovek — 67,5 (42,0-107,0) mec.
Ha MOMEHT NOoCTaHOBKKW AMArHo3a AOASl NAUMEHTOB C 3aAEPX-
KOW poCTa, HOPMaAbHbIM POCTOM M BbICOKOPOCAOCTbIO COCTa-

BUAa 8,6, 86,3, 5,1% COOTBETCTBEHHO, @ COOTHOLUEHWE MaLu-
E€HTOB C HEAOCTATOUYHOCTbIO MWUTAHWSA, HOPMAAbHOW Maccom
TeAa, U3ObITKOM Macchl Teaa U oxupeHnem — 10,3, 79,7, 8,3
n 1,7% cooTBeTCTBEHHO. B AebtoTe BOALLUMHCTBO MaLUEHTOB
B KaXXAOW BO3PACTHOM rpynne AEMOHCTPUMPOBAAU HOPMaAbHbIE
TeMnbl GU3MYECKOro pas3BuTUS. B koropte ¢ 3apepXxkon pocta
AOMUHUPOBaAAW AEBOYKM, @ B KOropTe C HOPMaAbHbIM POCTOM —
Manbunkn (p = 0,003). Bbin0 NokasaHo, uTo Honee paHHUI
BO3PAacT AebloTa LieAMaKUKW accoummMpoBaH ¢ 6oAee HU3KUMMU
nokasareasimu pocta (p < 0,03). B pamkax uccrepoBaHus Npo-
AEMOHCTPUPOBAHO, 4To Ha Bl CpOKM BOCCTAaHOBAEHUSI pocTa
(15,2 mec) CTaTUCTUYECKM 3HAUMMO MPEBLILLAKOT TAKOBbIE AAA
maccbl Tena (10,9 mec). Bo3pact Ha MOMEHT NOCTAHOBKM AMa-
rHO3a He OKa3aA BAUSIHWUSA Ha CPOKM BOCCTAHOBAEHWSI POCTa,
MpW 3TOM TEMMbl BOCCTAHOBAEHWSA MAcChl TeAa ObIAM 3HAUMMO
HWXe B rpynne naumMeHToB ¢ YCTaHOBAEHHbIM AMArHO30M LEeAU-
aknu B Bo3pacte 6-12 aet (p = 0,005).

3aknoueHue. Kaxablil AecsTbI pebeHOK B Ae6tOTE LieAna-
KWW AEMOHCTPUPYET OTCTaBaHUE B GUINUECKOM Pa3BUTUK, MPK
3TOM cTapT 3a60AEBaAHMA B MAAALLEM BO3pacTe yallle ConpoBo-
XAQeTCA 3aAePXKOM pocTa U HEAOCTATOMHOCTLIO NUTaHKA. AeTh
AOLLIKOABHOIO BO3pacta C M30AMPOBAHHOM 3aAEPXKOM pocTa,
0COBEHHO AEBOYKM, @ TAKXKE LLUKOABHUKKU C AEDULIUTOM MacChl
TeAa Ha MOMEHT NMOCTaHOBKM AMArHO3a HYXXAQtOTCA B AOMOAHU-
TEAbHON HYTPUTMBHOM MOAAEPXKE AASI BOAEE YCMEeLHOro BOC-
CTaHOBAEHMSI TEMNOB GU3MYECKOro pa3BuTmsa. CBoeBpeMeEHHasn
NMOCTaHOBKA AMarHo3a B pPaHHEM W AOLIKOAbHOM BO3pacTte
onpeaensieT 6oree ObICTPOE BOCCTAHOBAEHWE HYTPUTMBHOMO
cTatyca naumeHTOoB.

Russian Pediatric Journal. 2026;7(1):42-60

i 2026:7(1):42-60

WCKUIA NeaAuaTPpUUEeCKUI XXypHaA.

Poccu
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KpaTtkue cooblieHusn

OueHKa 03A0pOoBUTEAbHOTO 3P PeKTa cCTaMOHAPHOU CMEHDbI

B AETCKOM Aarepe

BaknaHoB Muxaun AnekceeBuu, lNytuant EBreHusa NAeoHupoBHa, KybbilukuHa AHHa KOHCTaHTMHOBHA,

fiBopckui Brapumup BrapucnaBsoBuu

HayuHble pyKOBOAMTEAM: A.M.H., TPOGECCOop, 3aBeAyIoLLas KahpeApor NEAMATPUN 1 AETCKOW KapAMOAOTMM MeAbHKKOBa
MpuHa tOpbeBHa, A.M.H., Tpodeccop Kadeapbl 06LLIei U BOEHHOW rMrieHsl NMoao3oBa EneHa BaneHTMHOBHA

CeBepo-3anaaHbli FOCYAAPCTBEHHbIV MEAULMHCKUIA YHUBeEpcUTET UM. U.U. MeununkoBa, CaHkT-lNeTtepbypr, Poccuiickan

depepaumsa

AxTyanbHocTb. C 1 aHBaps 2025 r. BCTYNUAO B CUAY HOBOE
nonoxexve Ne 475 «O BHeceHUU U3ameHeHuin B OepepanbHbiii
3akoH «O6 OCHOBHbIX rapaHTUsix npaB pebeHka B Poccuiickoi
Oepepaumn» (04.08.2023), pernaMeHTUpPYHOLLLEE EXETOA-
HOEe YCTaHOBAEHWE W BbIMOAHEHWE KBOTbl B FOCYAAPCTBEH-
HbIX U MyHULMMNAAbHbIX OPraHU3auusax OTAbIXa, YTO MPUBOAUT
K POCTY UMCA@ AETEN, noceLlatoLmx AeTCkre 0bpas3oBaTeAbHO-
03A0POBUTEABHbIE LIEHTPBI (AOOLL).

LieAb uccrepoBaHusl. OUEHNUTb 03A0POBUTEABHbIV IDOEKT
cTauMoHapHom cmeHbl B AOOL.

MauueHTbl U MeToAbl. OObEKT UCCAEAOBAHUS: AETU U MOA-
POCTKM B BO3pacte 7-17 AeT, MOAHOCTbIO OTObIBLUME CTaLMO-
HapHyto cmeHy (21 aeHb) B AOOLL. lMpeamer uccaepoBaHus:
nokasatenrm GU3NYECKOro pa3BUTUA B HaYane U KOHLE CMEHbI.
OueHMBaAUCb aHTPOMOMETPUYECKUE NoKasaTenr (PocT, macca
Tena, OKPYXHOCTb rpyaHOr Knetku (OTK)); drsnomeTtpuyeckue
nokasateAn (KM3HEHHaa eMKOCTb Aerkux (XKEA), mblwevHas
CUAA KUCTU (AMHamMomeTpus)). N3mepeHus NpoBOAMAUCH ABY-
KpaTHO: B MepBble M MNOCAEAHME ABOE CYTOK CMeHbl. AAA
06paboTKM AaHHbIX ObIA MPUMEHEH PSIA CTaHAAPTU3WPOBAH-
HbIX MeToA0B. OueHka $U3NYEeCKOro pa3BWUTUA MPOBOAMAACH
C UCMOAb30BaAHUEM LIEHTUABHOTO METOAa (YPOBEHb, rAPMOHUY-
HOCTb, COMATOTUMN) W aHaAM3a KHAEKca Maccbhl Teana (MMT)
no Z-wkanam BO3 AAS AMArHOCTMKKM OTKAOHEHWM B Macce.
®DYHKUMOHAAbHbBIA MOKa3aTeAb AbIXATEAbHOW CUCTEMbI KW3-
HeHHbIN MHAeKe (KW) paccuuTbiBancs Kak oTHollueHue XXEA
K macce. Cuaa xBaTa OLEHMBaNaCb C UCMOAB30BAHMEM CUAO-
Boro nHaekca (CH), kotopblit paccunTbiBascsa no ¢opmyae: CU
(%) = (Cvna knctn / Macca tena) x 100%. Cratuctmueckas

o06paboTka NPOBOAMAACE METOAOM OMWUCATEAbHOM CTaTWUCTU-
KW. TOAyYeHHble Aa@HHble He COOTBETCTBOBAAM HOPMaAbHO-
My pacnpeAeneHUuto, AOCTOBEPHOCTb (p-value) onpeaensnacb
C NOMOLLbIO AMCMEPCUOHHOIO aHaAu3a (Analysis of variance,
ANOVA) B nporpamme IBM SPSS Statistics (CLLUA). NMoayueHHble
AaHHble npeAcTaBAeHbl B BUae Me [Min; Max]. FOpuanueckue
acnekTbl: WMCCAeAOBaHME MpPoOBOAMAOCH Ha 6asze AOOLL
«PoccoHb» (AOroBop 0 HayuHOM coTpyaHuuyecTBe Ne 11-2025/
HC ot 08.07.2025).

Pe3yabTatbl. B uccaepoBaHMM NPUHSAM yyacTue 524
pebeHka, 13 kKoTopbix 53% (N = 279) AeBoYKK U 47% (n = 245)
MaAbUYMKKU, CPEAHUI BO3pacT coctaBuA 12 aeT 4 mec + 2 roaa
8 Mmec. AHaAM3 Aa@HHbIX MPOBOAWMACA C YYETOM BO3PaCTHOW
nepuoamndaummn (N anet = ot N AeT 6 mec po N + 1 neT 5 mec
29 pHew). B xoae Mccnep0BaHMA He BbISBAEHO CTATUCTUUYECKM
3HAUYUMbIX U3MEHEHWI aHTPOMOMETPUYECKMX U GU3UOMETPU-
YeCcKMx NokasaTeAnei H1 B OAHOM Bo3pacTHoW rpynne (p = 0,05).
3aduKcrMpoBaHa NOAOXKWUTEAbHAs AMHAMUKa KAKOUYEBbIX MOKa-
3aTenei 300POoBbA AeTEN. AOASA AeTel C M3ObITOUHOM MacCon
Tena no nokasatento UMT cHuauaach ¢ 36% [24; 50] ao 31%
[18; 44]. OTmMeyeHO yAyULIEHME U MO GYHKUMOHAABHBIM MHAEK-
cam: AOAS AeTel CO CHMXeHHbIM XXM ymeHblumMaack ¢ 63%
[49; 73] po 51% [36; 62], a co CHMXeEHHbIM CU — ¢ 12% [5; 24]
70 5% [0; 12].

3aknloueHre. HecmoTpa Ha OTCYTCTBME CTaTuCTU4e-
CKWM 3HAUYMMbIX WM3MEHEHWI B OOLUMX aHTPOMOMETPUUYECKMX
N OU3NOMETPUYECKUX MOKA3aTeAsIX, B XOAE WCCAeAOBaHWA
3adUKCUpoBaHa NOAOXKMTEABHASA TEHAEHLMA K YAYULLEHUIO 3A0-
POBbA AETEN.



PacnpocTpaHeHHOCTb LieAMaKUuu \ AETeﬁ C CaxapHbIM Anabetom

1-ro TMna

MusaHoBa Aaua PuHaTtoBHa

HayuHbIii pyKOBOAUTEAD! K.M.H., AOLEHT KadeApbl neanatpum M. akaa. [LH. CnepaHckoro AMutpueBa HOana AHApeeBHa
Poccuiickasi MeaMLMHCKan akapeMuUsl HENPePbIBHOIO npodeccroHanbHoro obpasoBaHus, MockBa, Poccuiickan depepaums

AKTyanbHOCTb. LleAnakma — XpoHWYECKoe ayTOMMMYyHHOe
3aboneBaHWe, pa3BMBatOLEECH Y TEHETUYECKM Npeapacno-
AOXEHHbIX AWUL, NPWU YNOTPeBAEHWW TAKOTEHa, NPUBOAALLEE
K MOBPEXAEHWIO CAU3UCTON 0OOAOUKM TOHKOW KULLKKU. CaxapHbIi
Amnabet 1-ro Tuna (CA1) — cuctemHoe ayToMMMyHHoe 3abone-
BaHWe, XapaKrepuaytolleecss pas3pylleHMeM B-KAETOK MOAXe-
AYAOYHOW xXeAe3bl U abCOAKTHBIM AEDULMTOM MHCYAMHa. Ob6a
3aboneBaHMA MMEIT obLupe reHeTyeckue Gakropbl pucka,
npeumyllectBeHHo B cucteme HLA (ranaotunbl HLA-DR3-
DQ2, HLA-DR4-DQ8), 4To 06BbACHSAET UX YacTyto accoumaLmio.
CBoeBpeMeHHasA AMarHOCTMKa LeAnakuu y naumeHtos ¢ CAL
MMeeT BaXHOE KAMHMYECKOE 3HayeHue, MOCKOAbKY HeAeue-
Haa LeAMakMa MOXET YXYAllaTb KOHTPOAb Avabera M MNoBbl-
LaTb PUCK COBCTBEHHbIX OCAOXHEHWUI. CKPUHUHT Ha LLeAMaKUIo
pekomeHayeTcsi BceM AeTAM ¢ CALl He3aBWCMMO OT Bo3pacTta
W HaAMYMA CUMMTOMOB.

Lenb wuccnepoBaHuA. OueHUTb pacnpoCTPaHEHHOCTb
M BO3PaCTHble 0COBEHHOCTU BO3HUKHOBEHUS LIEAMAKUK CPEAM
petent ¢ CAL.

MaumneHTbl M MeToAbl. [1pOBEAEHO PETPOCNEKTUBHOE
ncenepoBaHue 1372 uctopuit 60A€3HU NaUMEHTOB B Bo3pacTe
11 mec — 17 AeT, NpoxoAUBLLIMX 0B6CAeAOBaHME B 3HAOKPUHO-
Aormyeckom otaeneHmn ArKb mm. 3.A. BaluaseBoi B nepuoa
¢ 11.01.2022 no 15.05.2025. Bcem petam ¢ CAL BbINOAHS-
AOCb OMpPeAENEHME aHTUTEA K TKAHEBOW TpaHCrAyTaMuHase IgA
(tTG-IgA) meTopoM MMMYHODEPMEHTHOTO aHaAm3a. [Mpu ypoBHe
aHTuTen > 10 Ep/MA pe3ynbtat CUMTanca MOAOXKMUTEAbHBIM. AAA
OKOHYATEAbHON BepUdMKaLMM AMarHo3a BbIMOAHSAOCH SHAO-
CKOMUYEecKoe UCCAeAOBaHWE ¢ 3a60poM BMONTaTOB CAM3WUCTOM

060AOUKM ABEHAALATMMEPCTHOW KULLKK; AMArHO3 LEeAMakuu
NOATBEPXAAACA MPU HAAMUMKU MOPPOAOTUUECKUX M3MEHEHWI
no knaccudukaumm Marsh - Oberhuber (ctapnn 2-3).

Pesyabtatbl. MeanaHa Bo3pacTa 06CA€AOBaHHbIX COCTa-
BMAa 8,1 ropa; AOAA ManbunkoB — 52,4%, peBouek — 47,6%.
MoBbilweHne aHTUTeA K tTG-IgA BbisiBAEHO y 84 peTelt (6,12%).
CpeaHuit ypoBeHb aHTUTeA tTG-IgA cpean CepOomnoO3UTUBHBIX
naumeHToB coctaBuA 95,7 Ea/MA. 22 pebeHka (1,6%) npu
nepBUYHOM 0BCAEAOBAHUU MMEAU MOBbILIEHWE AHTUTEA B Npe-
Aenax 3 HopM. AMarHo3 LeAMakmnm NOATBEPXAEH y 49 (3,57%),
OCTaAbHble CEPOMO3WUTUBHbIE NMaUMEHTbI MPOAOAKMAM HabAtO-
AEHUE C PEryAnipHbIM KOHTPOAEM KOHLEHTPaUMW aHTUTEA.
Y 6 peTeil, HaxOAMBLUMXCS Ha TAHOTEHCOAEpXallen AueTte,
C UCXOAHBIM HE3HAUYUTEABHbLIM MOBbILUEHWUEM AHTUTEA KOHLIEH-
Tpauuns tTG-IgA B AMHaMuke npuwaa B Hopmy. [Npu accoumaumnm
C ueAMakven pAebroT amabeta oTMevancss B 6onee paHHEM
BO3pacTe, YeM NpU U30AMPOBAHHOM TeueHun (6,02 n 8,1 ropa
cooTBeTcTBEHHO, p = 0,012). AHann3 no metoay Kaplan -
Meier nokasan, Uto puck LueAarakuun y peteit ¢ CAL Hanbonree
BbICOK B MepBble oAbl MOCAE NOCTAHOBKU AMarHo3a AvabeTa.

3aknloueHue. Yactota BbISBAEHWA LEAMAKWUKU Yy AeTeW
¢ CA1 pocturaet 3,57% v npeBbllIaeT CPEeAHENONYAALIMOHHYHO.
Hannune ueanakumn onpepensier 6oree paHHWI cTapT AnabeTa
M MO3BOASIET MpeAnoAaraTb 3HaYMMYyO POAb HEBbIABAEHHbIX
MaAOCUMNTOMHbIX ¢opM 3aboreBaHMs B peaan3aluu pucka
pa3BuTusi CAL. PeryAapHbIi CEPOAOTMYECKMUIA CKPUHWHT, UHTEP-
npeTauma ypoBHS aHTUTEA U OLEHKA KAMHUYECKKX MPOABAEHWI
NMO3BOASIHOT CBOEBPEMEHHO BbISIBAATH LIEAVMAKUIO U NMPEeAOTBPa-
LLATb €€ OCAOXHEHMUS.

Russian Pediatric Journal. 2026;7(1):42-60

i 2026:7(1):42-60

WCKUIA NeaAuaTPpUUEeCKUI XXypHaA.

Poccu



Short Report
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CocTofiHME NAOTHOCTU KOCTHOMW TKaHMU \ AeTeﬁ MOoAPOCTKOBOIo

BO3pacTa

PapueHko TatbsiHa CepreeBHa

HayuHbli pyKOBOAMTEAB! A.M.H., AOLIEHT, 3aBeAytoLLasa Kadbeapoit MOAMKAMHUUECKOIM neanaTpun KpyTukosa Hapexaa

HOpbeBHa

CMONAEHCKHMI rOCYAaPCTBEHHbBIV MEAULMHCKUI YHUBEpPCUTET, CMOAEHCK, Poccuitickas ®eaepaums

AKTyaAbHOCTb. KOCTHas TkaHb — 3TO AMHAMWYHas U MeTa-
60AMUECKM aKTMBHas CTPyKTypa. B noappocTkoBoMm BoO3pacrte,
0cobeHHO K 17 ropam, HapylweHuss MeTaboArYecKrx npouec-
COB MOTYT MPUBECTH K CHUXEHWIO €€ MUHEPAABHOM MAOTHOCTH,
yTO ABAAETCS TPUITEPOM AAA Pa3BUTUS CEPbE3HbIX 3aboneBa-
HUI ckeneTa B ByAyLLEM.

Llenb uccnepoBaHusA. NpoaHaAn3MpoBaTb BAUSHUE MOAM-
duumpyemblx daktopoB obpasa XM3HU (PpU3Mueckan akTUB-
HOCTb, MWLLEBOE MOBEAEHME) Ha COCTOSIHUE MWHEPaAbHOM
NMAOTHOCTWM KOCTHOWM TKaHW Yy AETer MOAPOCTKOBOro BO3pacTa,
a Takxe onpeAeAvTb ee B3aMMOCBA3b C OCHOBHbIMW aHTPO-
NOMETPUUYECKMMM MOKa3aTeA MK (POCT, Macca Teaa, MHAEKC
Macchbl TeAa) U MOAOBLIMU 0COOEHHOCTAMM.

MauueHTbl U MeToAbl. B nccaepoBaHUK Bbina chopmmpo-
BaHa Bblbopka M3 302 NoApocTKOB B Bo3pacte 17 AeT (o1 17
70 17 et 11 mec 31 aHs). pynny coctaBuan 32,5% toHollel
n 67,5% peByllek. Bcem yuyacTHMKam NpoBEAEH KOMMAEKC
06CcAeA0BaHMI, BKAKOYABLUMIA KAMHUYECKUI OCMOTP, aHTpOmMo-
METPUIO, YALTPA3BYKOBYHO AEHCUTOMETPUIO M AabopaTopHble
aHanmsbl. OueHka napameTpoB GU3MYECKOrO PasBUTUS OCY-
LLLeCTBASINGCb C UCMOAB30BaHWEM MEPLEHTUABHBIX FPadUKOB
BO3 (2006) n nporpammHoro obecneyeHnss WHO AnthroPlus.

Pe3yAbTathbl. AAA OLEHKM MULLEBOrO pauMoHa W obecne-
YEHHOCTU KaAbLMEM MOAPOCTKOB ObIAO MPOBEAEHO aHKETUPO-
BaHWe, KOTOPOe MOoKa3ano, YTO OCHOBY MUTaHWA MOAPOCTKOB
COCTaBASIAU xAeH0bynouHble nu3peansa (94,7%). Mpu aToM KAL-
yeBble WCTOYHUKKU KaAbLMS (CAMBKM, KYHXYT, TBEPAbIA CbIp)
He NoTPebAAAMCH, U AULLb 29,7% onpolleHHbIX (N = 89) yno-
TPEOAAAM MOAOYHBIE MPOAYKTbI €XeAHEBHO. PacueT daktuye-

CKOTO CPEAHECYTOUYHOro MNOTPEOAEHMA KaAbUMS, BbINOAHEH-
Hbll Ha OCHOBE HEAEAbHOTO pauMoHa C MCMOAb30BaHWEM
nporpaMmbl «KanbkyAaTop kanbuma IOF», nokasan 3HauyeHwe
524,5 + 248,4 mr/cyT. AaHHbIM NokasaTeAb NpUMepHo B 3 pasa
HWXE PEKOMEHAYEMOW AASt 3TOTO BO3PAcTa HOPMbI, COCTaBASHO-
wen 1200 mr/cyT. KAMHUYecKas oLeHKa BbiSBUAA Y MOAPOCT-
KOB pa3AMYHble NPU3HAKK HapyLLEHWA MUHEPAAbHOTO 06MeHa.
Hanbonee vacTbiMu xanobamu ObiAv BbINAAEHWE U CeuyeHue
BOAOC (32,3%) n AhoMKOCTb HorTel (21,0%). Mpu ocmoTpe AOMMU-
HUPOBaAW HapylweHua ocaHkn (48,3%) un kapuec (40,3%),
pexe 0TMeYaAUChb MAOCKOBAAbIYCHbIe CToMbI (2,7%) U HapyLle-
HUS nponopumit AMua (1,6%). NabopatopHo y 60% (n = 180)
BbISIBAEH MOBbILUEHHbIA ypoBeHb docdopa, KOPPEAUPYHOLLMHIA
CO CHWXEHMEeM KOCTHOW npovHocTu (r = -0,99, p = 0,001),
ay 88,7% (n = 266) — peduumut BUTaMMHa D. Pesyabtatbl
YABTPa3BYKOBOW AEHCUTOMETPUM MOKa3aAM CHUXEHUE MPOUYHO-
CTU KOCTHOM TKaHW (BMAOTb AO BbIpaXeHHOro) y 60AbLIMHCTBA
obcaepoBaHHbIX (57%, n = 171). OcteoneHus OblAa AMArHO-
ctupoBaHa y 55% (n = 115) aeBywek 1 60,4% (n = 55) toHo-
wew. BbiAaBAEHa AOCTOBEpHasi MpsAMas KOPPEAsiLMA MEXAY
CHUXEHMEM KOCTHOM MPOYHOCTU W HU3KMM noTpebreHrem
KaAbLMICOAEPXaLLMX MPoAYKTOB (r = 0,62, p = 0,006). AHaAu3
CBSI3U MEXAY NokasaTersiMu GU3MYEeCKOoro pa3BUTUS U Nokasa-
TEASIMU MPOYHOCTU KOCTEWM UMEET OTPULIATEABHYHO KOPPEAALIMIO
(r=-0,016, p < 0,05).

3akaoueHue. Pesyabtatbl NOAYEPKUMBAOT HEOBXOAMMOCTb
pPaHHEN AMArHOCTUKM M MPODUAAKTUKM HapyLUEHWUM KOCTHOM
TKaHW CpeAn MOAPOCTKOB, BKAKOUAS pa3paboTky LeAeBbIX Npo-
rpaMm no KOPPEKUMMU NMUTaHUS U obpasa XHU3HHU.



Cekuua <MHTepeCHbIM KAMHUYECKUU CAyYau

B NMpakKTUKe Bpava-nepvatpa»

TPYAHOCTU AUArHOCTUKWM MUACTEHUU: MUACTEHUUYECKUN KPU3

noA MacKou TAXXKeAOU NHEeBMOHUU

Hypraneesa AnnHa AnukoBHa, CHerypeHko Mapusa AHToHOBHa, EAMnaweBa Hapexxaa AHApeeBHa,
YukaeBa AMUHaAT AXMeAOBHa, 3HallueHko EkatepuHa UAbUHUUHA
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AKTyanbHOCTb. MUWacteHus rpaBuc — 310 ayTOUMMYHHOE,
0onocpeAoBaHHOE aHTUTEAAMM HapyLLIEHWE HEPBHO-MbILLIEYHON
CUHaANTUUECKOW MNepepaun, NpPUBOASiLLee K cAabocTv uepern-
HbIX U MPEUMYLLECTBEHHO MPOKCUMAAbHbIX CKEAETHbIX MbILLLL.
Y pAeTel AMarHOCTMKa 3aTpyAHEHa M3-3a BapuabenbHOCTU CUM-
NTOMOB U CXOXECTU C APYrMMU Bone3HAMU. HecBoeBpeMeHHoe
BbISIBAEHWE MOXET MPUBECTU K XU3HEYrpoxarolemy COoCTos-
HUKO — MUACTEHUYECKOMY KPU3Y.

Llenb uccaepoBaHus. OCBeTUTb MpobAeMy MO3AHEN Aua-
THOCTUKWM MUWACTEHMU FPaBUC Yy AETEN.

MauuneHTbl U MeToAbl. [PEACTABAEHUE KAMHUUYECKOTO CAY-
Yafd MUaCTEHMUYECKOTO Kpu3a y 12-neTHel AEBOYKM, TeYeHUe
KOTOPOro BbIAO OLUMOOYHO PACLEHEHO KaK TaxXeAas MHEeBMO-
HUS.

Pesyabtatbl. AeBouka M., 04.06.2012 r.p., 25.09.2024
6purapoii CKOPOM MEAMLIMHCKOM MOMOLLUM AOCTaBAEHA B OTAE-
AEHWE peaHMMaUMM U WHTEHCUBHOW Tepanuu [BY3 «AIKB
Ne 9 um. IH. CnepaHckoro ASM». 13 aHamHe3a 3aboneBaHUS:
3abonena ocTpo 24.09.2024, npepbsaBAasina Xanobbl Ha NOBbI-
LweHne Temnepatypbl A0 38,5 °C, MarOMPOAYKTUBHbIN KalleAb,
BbIPaXeHHY0 CAabOCTb M 3aTPyAHEHWE AblXaHusi. U3BECTHO,
4yTo ¢ 0CeHn 2023 1. NepUOAMYECKM OTMEYaAa NonepxmBaHue,
olylleHWe KomMa B ropae. C atumMu xanobamu obpalansacb
K y4yacTKOBOMY neaMatpy, obcAepoBanachb y CMeELMaAUCTOB
Yy3KOro MNpodUAS — OpPraHUYECKOM MNaTOAOTMM HE BbISBAEHO.
CocTosiHME NpK MOCTYNAEHUU B CTauMOHap TAXEAOe 3a CueT
BblpaXXeHHOM AblXaTeAbHOM HEAOCTAaTOMHOCTW. MocTaBAEH AMa-
rHO3: «ABYXCTOPOHHASA NOAUCErMEHTapHasA MHEBMOHMS, OCTpas
AblXaTeAbHasi HEAOCTATOYHOCTb 3-i cTeneHu». Y pebeHka pas-

BUAWCb TAAAOLIMHATOPHOE COCTOSIHME U A€30PMEHTaLMA Kak
NPOSIBAEHUSI AEAMPUS, BO3HUKAA MOTPEOHOCTb B WMCKYCCTBEH-
HOW BEHTUASIUMKM Aerkux ¢ 25.09 no 30.09.2024. Bbian ocy-
LLIECTBAEHBI 2 MOMbITKM 3KCTYOaLMK, HO Kaxaas notpeboBana
NMOBTOPHOM UHTYOALMK B CBA3K C HEADOEKTUBHOCTBLIO AbIXaHMUS,
NMOHWXEHHbIM YPOBHEM caTypaumn U pa3BUTUEM NMCUXOMOTOP-
HOro Bo3byxaeHUs. 3anopo3peHa MuacTeHus. NpPo3epUHOBLIN
TECT — MOAOXMWTEAbHbIN. AAA MPOBeAEHMs A00OCAeAOBaHMSA
M AeYEeHUs naumeHTka nepeBepeHa B BY3 «Mopo3oBckas
ATKB A3M». BblAM NpOBeEAEHbI IAEKTPOHEWpPOMUOrpadus
M AabopatopHan AMAarHoCTMKa, BbICTABAEH OKOHUYATEAbHbIN
AMarHo3: «MuacTeHus, reHepaanMsoBaHHaa dopma ¢ byabbap-
HbIMW U AbIXaTeAbHbIMW HapylleHusMKn 4-5 6anroB no MGFA,
MaKCHMaAbHaa CTeneHb TAXECTWU, CTaAMSt AOCTATOYHOM KOM-
neHcauMn Ha aLEeTUAXOAMHACTEPA3HbIX Npenaparax, CoCTosHMe
nocAe NepeHeceHHOro MMacTeHMYECKOrO Kpraan.

Ha pAaHHbIM MOMEHT NauMeHTKa NpUHUMAET MUPUAOCTUIMU-
Ha 6POMMA C MOAOXKUTEABHBIM 3DHEKTOM B BUAE KYyNMPOBaHMSA
ABAEHUI AbIXaTEABHOTO 1 ByAbDapHOro napasunya.

3aknoueHue. BaxHenLWwy poAb B TEYEHUU MUACTEHUM
UrpaeT ee pPaHHAA AMArHOCTMKa. [103TOMy He TOAbKO HEBPO-
AOTM, HO W Bpauu APYrMx cCrneunanbHOCTEM AOAXKHbI 3HaTb
0 reTePOreHHOCT CHUMMTOMOB 3TOro 3aboAeBaHMs U BO3MOX-
HOM AebroTe B AETCKOM BO3pacTe, He AOMyckasi yrpo3bl AAA
XM3HU NaumneHTa. KAMHUYECKUI CAydal NokasbiBaeT, Kak HEAO-
oLeHWBaHWe Xanob nauueHTa — AMcharuu, oTcyTCTBME CBOE-
BPEMEHHOIO MNaTOreHEeTUYECKOrO AEYEHWUS U MPUCOEAMHEHUE
MHQEKLMN NPUBEAU K PA3BUTUIO TPO3HOTO OCAOXKHEHUSA — MUa-
CTEHWYECKOTO Kpu3a.
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NeueHue rHOMHbIX 3aboneBaHUM Yy AeTEU
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AKTyanbHOCTb. B CBA3M C pacTywen yCTOMUMBOCTbIO
K CYLLECTBYIOLUMM aHTMOUOTMKAM MWKPOOPraHW3MOB, BbI3bl-
BalLLMX THOMHblE 3aboneBaHUs y AeTel, paspaboTka HOBbIX
aHTMHaKTepUaAbHbIX MPENapaToB W YCOBEPLIEHCTBOBAHUE
YX€ MMEIOLLMXCS SIBASIKOTCA KPUTMYECKM BaXXHbIMW 3apadamu
COBPEMEHHOM Haykn. Kpome TOoro, BaXXHbIM acnekToM ABAAET-
€Sl pa3BUTUE OTEYECTBEHHOIO NPOM3BOACTBA AEKAPCTB.

LieAb uccnepoBaHus. LieAbto AAHHOTO MCCAEAOBAHUS BbIAO
CO3AaHWE HOBbIX COEAMHEHWI repMaHusa U U3ydeHue UX Cno-
cobHOCTH HOpOThes ¢ BaKTEPUAMMU U FPUOKAMM, Bbi3biBaOLLM-
MU THOVHble 3aboAeBaHUA y AeTe.

MaumeHTbl U MeToAbl. AN AOCTMXEHMSI MOCTAaBAEHHOM
LeAn BbIAM MUCMOAB30BaHbI CAEAYIOLLME METOABI. AHAAU3 CTPYK-
Typbl OCYLLECTBAEH C MOMOLLBIO PEHTreHOha30BOro aHaA13a,
pPacTPOBOW SAEKTPOHHOM MWKPOCKOMUKU, XpomMaTtorpadruyecko-
ro aHaAv3a, XpoMaTo-MacC-CNeKTPOMETPUM, AaTOMHO-CUAOBOM
MWKPOCKOMWK, TepMOnporpamMmMmupyemMon aecopbumu, nHopa-
KpacHon (MK) cnekTpockonuu, COBPEMEHHbIX KBAHTOBO-XUMMU-
yeckux pacuyetos (DFT, B3LYP/6-311++G(2d,2p)). OueHka
AHTUMWKPOOHOW aKTUBHOCTU MPOBEAEHA C UCMOAb30BaAHWEM
METOAA CEPUNHbBIX pa3BeAeHWN, t-kputepus CTbroAEHTa.

Pesyabrathbl. B X0ae paboThbl HbIAM CUHTE3UPOBAHbI HOBbIE
BbICOKOMOAEKYASIPHbIE COEAMHEHMA repManua. C MoMOoLLbO

TeopeTnyeckux pacuetoB (DFT) 6bina onpeaeneHa UX CTPYKTY-
pa, a Takxe nonyyeH UK-cnektp.

[MpoBeAeHHble [N Vitro WCCAEAOBAHMA MNOKa3aAW, 4TO
NMOAYYEHHbIE COEAMHEHUA 06hapatoT aHTMbakTepuanbHOM
aKTMBHOCTBbIO TMPOTUB CAeAylolmnx bGaktepuii: Escherichia
coli, Pseudomonas aeruginosa, Staphylococcus aureus,
Enterococcus faecalis. MUHUMaAbHAA KOHLEHTpaUMA, Mpu
KOTOPOM HabAAAAOCH NMOAaBAeHWe pocTta baktepuii (MUK),
cocTtaBuaa 2,5 MI/MA, @ MMHUMaAbHAsA KOHUEHTPALMS, Bbl3bl-
Batolas rmbenb baktepuin (MBK), — 20 mr/mA. Takxe 6bina
n3yuyeHa npoTMBOrprbKOBasi aKTUBHOCTb COEAMHEHMI NPOTUB
Candida albicans wn cnop Aspergillus niger. MUK ana aTmx
rpubkoB coctaBuaa 20 Mr/MA, @ MUHUMaAbHAs KOHLEHTPaLus,
BbiI3blBatoLLash rMOenb rpUOKOB (MUHWMaAbHAA OYHMMUMAHASA
KOHUeHTpauus), — 50 Mr/mA.

3akatoueHue. B pesynbtate nccnepoBaHus HbIAM NOAyue-
Hbl HOBblE COEAMHEHWA repMaHua, yCTaHOBAEHA WX CTPYKTypa
M AOKasaHa MX CNoCOBHOCTb YHUUTOXATb Haktepuu U rpub-
KW. OnpeaeAeHbl MMHWMMaAbHbIE KOHLIEHTPALUKU, HEOOXOAMW-
Mble AASl MOAABAEHWUSI POCTA M YHUUTOXEHUSA MUKPOOPraHU3-
MOB. PaspaboTtaHHan METOAMKA OTAMYAETCSt NMPAKTUUHOCTbIO,
yAOHCTBOM MCMOAb30BaHUS, 6€30MacHOCTbIO U YHUBEPCAAb-
HOCTbHO.



SBOAIOLMUA TEUEHUA MYKOBUCLUAO3a 3a 12 pet npUMeHeHUuA
HOBbIX MPOTOKOAOB AUATHOCTUKU U A€YEHUA Y NaLUEHTOB B Poccum

MakapoBa Aapbs ArekceeBHa, Tyaxu XaHu Abaeccanam
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HOW MeAUUMHbI MAOTHUKOBa MHra AabbepToBHaA

YpanbCKuii rocyAapCTBEHHbIN MEANLIMHCKWUI yHUBepcHTET, EkatepuHbypr, Poccuiickan Geaepaumsa

AktyanbHOCTb. MykoBucLMAO3 (MB) nocteneHHO nepexo-
AMT U3 CMEPTEAbHOTO AETCKOro 3a60AEBaHMA B XPOHWUYECKYHO
NaTOAOTMIO B3POCAbIX, YTO CO3AAET BbI30BbI AAS CUCTEMbI
3APaBOOXPAHEHUS, UCTOPUYECKU OPUEHTUPOBAHHOM Ha MNeAu-
aTpUyeckyto MoMolLLb. BHeApeHWe HOBbIX TepaneBTUYECKMX
NPOTOKOAOB M COXPaHALWAACSA PerMoHaAbHas acMMMeETpua
B COYETaHWW C MEePEMEHHON AOCTYMHOCTbIO MEAMOMOLLM
B pervoHax Poccun 06yCAOBAMBAOT BaXHOCTb CMCTEMHOIO
aHaAM3a Ha OCHOBE OOBEKTUBHbLIX AAHHbIX HaLMOHAABHOTO
perucrpa.

LieAb uccnepoBaHUA. AHaAU3 A@HHbIX PepepanbHOro peru-
ctpa (OP) 60AbHbIX MB B Poccuitickort ®eaepaunu B Nepuoa
2011-2023 IT. AN OLEHKM AMHAMUKKU KAKOUEBbIX NMOoKasaTenem
3A0POBbS U KauecTBa MEAULMHCKOM NMOMOLLM.

MauueHTbl U MeToAbl. PeTpoCneKTMBHLIM NonepeyHbI
CpPaBHUTEAbHbI aHaAU3 AaHHbIX DP 60AbHbIX MB B Poccuiickoi
depepaumm B 2011 1 2023 rT.

Pe3yabTaTtbl. AHAAM3 BbIABWA, UYTO MPU CyLLECTBEHHOM
YAYYLLEHUWM KAMHUYECKMX MOoKasaTeAer (poCT oxBaTa HeoHa-
TaAbHbIM CKPWUHWHTOM W YCT@HOBAEHHbIX AMArHo30B, YBEAU-
YeHWe MeaMaHbl Bodpacta cmepTtu ¢ 17,4 po 26,5 Aet, Hop-
MaAM3auMs HYTPUTUBHOMO CTaTyca) OTMEYaKTCH YCAOXKHEHWe

KAMHWUYECKON KapTUHbI M POCT abBCOAOTHOIO YMCA@ AETAAbHbIX
nmexopoB (15 B 2011, 40 B 2023 r.). OcHOBHas npuuu-
Ha CMepTM — nporpeccupytolee HGPOHXOAEroYHOE Mopaxe-
HuWe. 3adUKCUPOBaHbl 3KCMAHCUS PE3UCTEHTHLIX NaTOreHoB
(Pseudomonas aeruginosa > 60%, MRSA), TpaHcdopma-
LMA CNeKTpa OCAOXHEHMWI C POCTOM YacCTOTbl KPOBOXapKaHbA
(> 20%) n anabeta (13,5%) U BKAOYUEHWEM B CMUCOK HOBbIX
OCAOXHEHWW (BpOHXMaAbHasi acTMa WM aAAepruYeckuii acnep-
rManes). TepaneBTUUYECKas MpPaKTMKa AEMOHCTPUPYET CMeLle-
HWe B CTOPOHY NMEePCOHAAM3UPOBAHHOIO MOAXOAA C MACCOBbIM
BHeapeHneM CFTR-moayasTopoB (35,6% nauMeHToB).

3aknoueHure. 3a 12 neT B POCCUMM KaueCTBEHHO YAyYLLIK-
AaCb MeAWUMHCKas nomMollb 60AbHBIM MB 6aaropapsa paHHewn
AMArHOCTUKE, BHEAPEHUIO COBPEMEHHbLIX METOAOB A€YEHWS,
AAEKBATHOM HYTPUTMBHON MOAAEPXKKE. YBEAMYEHWE MPOAOA-
XWUTEABHOCTU XXW3HU MPUBEAO K POCTY MOMYAALMM B3POCALIX
NaUMEHTOB C TAXEAbIMU GOPMaMM, UTO OOBACHAET yBEAUUEHWE
cMepTteit. Takum 06pa3om, akTyaAbHbl MPOBAEMbI AOATOCPOY-
HOro BEAEHWA B3POCAbIX MauMeHTOB. HenpepbiBHbIA MOHMWTO-
PUHT U KOPPEKLUMS MPOTOKOANOB AEYEHUS, Pa3BUTME LIEHTPOB
MB B3pOCAbIX U AOHOPCKMX MPOrpamMmM — 3TO OpraHuW3aLMOH-
Hble MyTU peLlleHns NpPobaeM.
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