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BcepoCCUMUCKONU HayUHO-NPaKTUUECKOM
KOHdEepeHUUn ¢ MEeXXAYHAPOAHbIM yyacTUem
«DapmakoTepanua U AMETONOTUA

B neaAuaTpun»

Ot pepakuuu: 19-20 ceHtsb6ps 2024 1. B 1. pkyTcKke coctosinacb Bcepoccuickasi HayvyHo-MpakTuyeckas KoHdepeHLus
C MEeXAYHAPOAHbIM yyacTuem «Dapmakotepanus U AUETONOTUS B MEAMATPUW», HUXE NPEACTABASEM TE3WUCbl MOAOABIX YYEHbBIX —

YYaCTHUKOB KOHbEPEHLMM.

XAPAKTEPUCTUKA AMUHAMUWKU 3ABOANEBAEMOCTU NOCAE
HOBOW KOPOHABUPYCHOU UHOEKLUU B SABUCUMOCTHU
OT ®OPMbIl TAXKECTU 3ABONEBAHUSA AETEN 7-14 AET

BbabkuH A.A.
HayuHbii pykoBoauTeab: Boromonosa U.K.

OrB0Y BO «YuTMHCKasa rocypapCTBEHHAA MeAMUMHCKas akapeMus», Yuta, Poccuiickan Gepepaums

AKTyanbHOCTb. B nepBble ropbl pacnpocTpaHeHus Bupyca
SARS-CoV-2 COVID-19 paccmatpuBancsi kak octpoe 3abone-
BaHWe. OAHAKO Ha NPOTSXEHUM NaHAEMUM HOBOM KOPOHa-
BUPYCHOW MHOEKUMM CTaAv PEerncTpupoBatb CAydau MOCTKO-
BUAHbIX WU3MEHEHWI B AETCKOM MOMyAALMMW, ayTOMMMYyHHbIE
3aboneBaHus.

LUenb. MpoBecT CpaBHUTEAbHbIM aHaAU3 YUCA@ CAyYaeB
OCTPbIX pecnupaTtopHbix UHOekunin (OPU), otutoB, MHEBMO-
HWI, @ Takxe perucrpaums COMaTUUYECKOW NaToAOrMK MOCAE
COVID-19.

MauneHTbl U MeToAbl. AMHaAMMUeckoe HabAloAeHUe 3a
86 petbmu ¢ COVID-19 B «nepByrO BOAHY» MPOBOAMAOCH B ABa
nepuoaa: | nepmoa (2018-2019 rr.) — aHanms popm Ne 112/y;
Il nepunoa (2021-2022 IT.) — KAMHUYECKUIA OCMOTP, MOHMUTO-
PUHT BNepBble YCTAHOBAEHHbIX AMArHo3oB. Kputepuu BKAKO-
yeHus: Bo3pacT peter 7-14 AeT; cTaUMOHApHOE AeYeEHUE;
Bepudunkauma PHK SARS-CoV-2; cornacve 3akOHHbIX Mpea-
CTaBWUTEAEN Ha yyacTue B UCCAeAOBaHUW. AN MAAoOl BbIOOPKHM
ONpPEeAENIACH KpUTEPUI XK-KBaApaT MNupcoHa. Pasanuuns cunta-
AMCb AOCTOBEPHBLIMU NpW 3HaveHun p < 0,05.

Pe3yabratbl. B | neprop yactora OPU po 4 pa3 B rop otme-
yanacb y 86% nauuneHTos, Bo Il nepnop —y 69% (p = 0,007).
Mocae Aerkol ¢opmbl COVID-19 nauueHtbl 6onen B 1,6
pasa pexe, yeM nocae cpepHeTsxeron dopmbl (p < 0,05).
B | nepuoa OPU 6onee 4 pa3 B rop Obiav 3aperucTpupo-

BaHbl y 14% naumeHTOB, Torpa kak Bo Il nepuop — y 31%
peten (p < 0,05). OTMeyanocb YBEAMYEHME 4aCTOTbl MHEB-
MOHWM U OTUTOB Y MAaLMEHTOB MOCAE CPEAHETSXEAbIX GOpM
COVID-19 (p < 0,05). MHEBMOHUK W1 OTUTbI PETMCTPUPOBAAUCH
B | nepuoa B 5,8% cayuaes, Bo |l neprop — B 2,2 pasa yalle
(12,8%; p < 0,05). Mpn AMHAMHUYECKOM HaBAIOAEHWMU MOCAE
COVID-19 npeobrapann 6OAE3HU IHAOKPUHHON (24,4/18,6%)
n HepsBHOM cuctem (11,6/20,9%). 3adukcrpoBaHo Bo3pac-
TaHWe B 2 pasa naTtoAOrMKM rAa3 M NPUAATOYHOro annaparta
(8,1/16,3%) Bo Il nepunoa, NpenuMyLLECTBEHHO Y AETEN CO CpeA-
HeTsxenon dopmoit COVID-19 (p < 0,05), BO3MOXHO, 06yCAOB-
AEHHOE AAWTEABHBIM MPUMEHEHUEM 3IAEKTPOHHOTO 0ByyeHwus
M AWUCTaHLMOHHbIX 0BPA30BATEAbHbIX TEXHOAOTUI B MEPUOA
OrPaHUUYUTEABHBIX MEPONPUATUI. TakKe COXpaHAAacb BbICO-
kas uacTtota 6one3Helt opraHoB nuieBaperus (37,2/33,7%),
cpaBHuUMmas ¢ | nepnopom (p > 0,05).

3aknoueHne. Yactota pPeKyppeHTHbIX pecnupaTop-
HbIX 3aboneBaHui y nauueHToB nocae COVID-19 Bospocha
B 2,3 pasa (p = 0,007), npu cpeaHeTsixenon dopme — B 4 pasa
(p < 0,05), oTMEUEH POCT UnCAa BOCTIAAUTEAbHbIX 3a00AEBAHMM
BEPXHUX M HWXXHUX AbIXaTEAbHbIX NyTeN Y NaLMEHTOB, NepeHec-
KX cpepHeTsxenyto ¢opmy COVID-19 (p < 0,05). BeiaBaeHO
yBeAuyeHue B 1,8 pasa xanob co CTOPOHbI HEPBHOM CUCTEMBI,
B 2 pasa yallle 3aperncTpupoBaHO CHUXEHWE OCTPOTbI 3PEHUS
y NauMeHToB, NepeHecLUnX cpepHeTsxeyto ¢opmy COVID-19.
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SOPEKTUBHOCTb NOAHO3K30OMHOIo CEKBEHUPOBAHUA
KAK CTAHAAPTA AUATHOCTUKH Y TAXKENOBOAbHbIX
HOBOPOXXAEHHbIX HA NPUMEPE NALUUEHTOB

C TMNEPIAMLMHEMMEWN

BoroHocosa I.I.
HayuHbii pykoBoauTenb: byryH O.B.

OlAY3 «fopoackas MBaHo-MaTpeHUHCKan AeTCKasa KAMHWYeckas 6oAabHUUA», MpKyTCK, Poccuiickas ®epepaums

AKTYaAbHOCTb. /AMArHoCTMka MOHOreHHbIX 3aboAeBaHUM
npeAcTaBAsieT NPobAeMy BBUAY TAXKEAOTO TEUYEHUSA U BbICOKOTO
pUCKa AETaAbHOrO McxoAa. NMOAHOIK30MHOE CEKBEHMPOBaHUWE
BHEAPAETCA KaK METOA CEANEKTMBHOIO CKPWMHUHIA Yy TAXKEAO-
60AbHbIX HOBOPOXAEHHbIX B PSIAE CTpaH, BKAKOUasi POCCHICKyHO
depepaumto.

Llenb. OUueHUTb AMArHOCTUYECKYIO 3G EKTUBHOCTb MOAHOIK-
30MHOr0 CEKBEHMPOBAHKWSA Y NMALUMEHTOB C BbISBAEHHON runep-
rAMUMHEMUEN Ha doHe AebroTa CYAOPOXHOro CMHAPOMA.

MauneHTbl M mMeToAbl. B UCCAepOBaHWE BKAOYEHbI
3 pebeHka (2 pAeBoukM, 1 ManbuuK) C AebrOTOM cypopor
B HEOHaTaAbHOM nepuoae (2-5-e cyT) B coueTaHum C runeprau-
UMHEMUEN, NPOXOAUBLLME AeYeHME Ha 6a3e OTAEAEHUsI MaTOAO-
rmm HoBopoxAaeHHbIX TMMAKB 1. Mpkytcka B 2022-2024 rT.
[MOBbILEHWE YPOBHA FMMULUMHA BbIABAEHO MO pe3yAbTaTaM TaH-
AeMHON Macc-crnektpometpun (TMC). 1-My naumeHty obche-
AOBaHWE NMPOBEAEHO HE B MOAHOM 06beme, TOUHbIA AMArHO3
YCTAHOBAEH He ObIA. 2-My M 3-My nauMeHTam OrnpeAeneHo
COOTHOLLUEHWE TAMUMHA AMKBOPA/NAa3Mbl, NPOBEAEHO MOAHO-
9K30MHOE CEKBEHMPOBaHKE.

Pe3ynbtatbl. AeTM pPOXAEHbI B CPOK BHE acOUKCUU.
1-1 nauneHT poxaeH B 2022 r., TMC npoBeaeHa B 36 AHEl Ha
doHe npuema BaAbMPOEBOW KMCAOTbI, BbIABAEHO MOBbILIEHWE
YPOBHSA TAMUMHA KpoBM — 1083 MKMOAb/A, TEXHUYECKUX BO3-
MOXHOCTEW OMpPeAeAeHWs TAVLMHA AMKBOPa He Obln0. B KOH-

TPOABHOM @HaAM3€e IULMH KPOBH B HOpMe, obcaepoBaHKe BbInO
npekpalleHo. B utore pebeHok BbinucaH 6€3 TOYHOro AMarHo-
3a, B TeYeHUEe AAAbHENLLIEro HabAIOAEHUSI CYAOPOrM COXpaHs-
AUCb. 2-1 U 3-1 MauMeHTbl poxaeHbl B 2024 r., oTMevyaAuCb
CYAOPOTU CO 2-X CYT XM3HK, N0 AdHHbIM TMC KOHLEHTpaLKMA run-
uMHa — 1136 1 1141 MKMOAb/A COOTBETCTBEHHO, COOTHOLLIEHWE
rAMUMHA AMKBOPA/KpoBW y 06oux nosbiweHo (1,4 n 0,1). 2-my
1 3-My pebeHKy BbINMOAHEHO BbICOKONPOU3BOAUTEABHOE CEKBE-
HUpOBaHWE B paMkax NUAOTHOro npoekta «3K3AMEH» no npo-
BEAEHWUIO MaCCOBOr0 CKPMHUHIA HOBOPOXAEHHbIX, OCYLLLECTBAS-
emoro OreY <HMULL AT um. B.U. KynakoBa». Y 060U1X BbIIBAEHbI
naToreHHble BapuaHTbl B reHe AMT chr3:49417892, npuso-
AAmMe K 3ameHe ¢.959G>A, u chr3:49420216_49420230
¢ 3aMeHon p.Lys151_Leu 155del B KOMNayHA-TETEPO3UTOTHOM
COCTOSIHUM, YTO NO3BOAMAO B NEPBbIN MeCSAL, MOCTaBWUTb AUArHo3
«HEKETOTUYECKasA rMNeprAMLMHEMMUS»,

3akAaloueHue. KoHUEHTpauusi BUMOXMMUUYECKUX Mapke-
pPOB OB6MeHHbIX 3aboAeBaHUI HEMOCTOSIHHA M MOXET MPUBO-
AMTb K oWwnbKam AMarHocTMKKU. MpoBeAeHME NMOAHO3IK30MHOrO
CEKBEHUPOBAHUS MO3BOASIET BbIABUTb FEHETUUECKUI AEDEKT,
YCTAHOBWTb TOYHbIA AMArHo3, ONpPeAeAuTb NMPOrHo3, NpPoBECTU
9ODEKTUBHYIO AMArHOCTUKY NPW CAeaytollert 6epeMeHHOCTM.
Takum o6pasom, TpebyeTcss paclMpeHue NPUMEHEHWUS AaH-
HOro MeToAa C LEAbD AMArHOCTMUYECKOTO MOMCKa, 0COBEHHO
Y TAXENODOAbHbIX AETEWN.



CPABHUTEAbHbIA AHAAU3 UCNTOAb30BAHUSA PA3AUUYHbIX
METOAOB BbIABAEHUSl TMIMEPTPO®UU MUOKAPAA Y AETEU

U NOAPOCTKOB C NEPBUYHOU APTEPUANBHOU TMNEPTEH3UEN
HA NPUMEPE OBAACTHON AETCKOU KAMHUYECKOW BOAbHULbI

(OAKB) r. OMCKA

Avnneprt B.H.
HayuHbiii pykoBoauTeAb: MNaBanHoBa E.b.

Ore0Y BO «OMCKMIA rocypAapCTBEHHbIN MEAUUMHCKUI YyHUuBepcuTe™ MuH3apaBa Poccun, OMck, Poccuiickan ®epepaums

AKTYaAbHOCTb. PacnpoCTpaHEeHHOCTb  apTepUanbHOWM
runepteHsun (Al) B AETCKOM W MOAPOCTKOBOM BO3pacTe 3a
rnocaepHee Bpemsi Bblpocna A0 18,3%. KoanuecTBo aeTel,
noayumsLumx reveHme B OAKB r. Omcka no nosoay Al B 2021 -
2023 rT., yBeAnumnoch ¢ 148 po 215 (pocTt Ha 45,27%), U3 Hux
nepsuyHasn Al coctaBuaa 70,23%. HecBoeBpeMeHHast AarHo-
CTMKa camoro 3aboneBaHWsA U €ro OCAOXHEHWI 3HAUYUTEABHO
NOBbILLAET WaHCbl HEOAAronpPUATHOrO MCX0Aa B MOAOAOM BO3-
pacTe. Hanbonee yaobHbIM M pacnpocTpaHeHHbIM METOAOM
BbIABAEHUA MOpPaXeHUsT MUOKapAa AEBOro XeAypaouka (/AK)
ABAAETCA axokapanorpadusa (IxoKr), Tpebytollas cornacoBaH-
HOro NoAXoAa NpW pacuyeTe nokasaTenel B AETCKOM BO3pacTe.

LeAb. MpoaHaAn3MpoBaTb 3aKAKOYEHUA MO BbISBAEHWIO
rmMnepTpodun U pPeMoAeApoBaHUi0 MUoKapaa NK y aeteit
C NepBUYHON Al, NMOAYUYEHHbIE MPKU MCMOAB3OBAHUU GOPMYAbI,
PEKOMEHAOBAHHOM AETCKUMU KapAMOAOraMu, B CpPaBHEHWU
C PYTMHHBIM METOAOM pacueTa.

MauneHTbl U MeToABbI. [TPOBEAEHO HEPAHAOMMU3UPOBAH-
HOE KOropTHOE MCCAEAOBAHME, B KOTOPOE BOWAKM 92 naumeHTa
¢ BnepBble BbiiBAeHHON Al B 2023 1., He NnoAyyaBlUWe TUno-
TEH3MBHOM Tepanuu Ha ambynaTopHOM 3Tane. Bcem aeTam
NPOBEAEHO KAMHMYECKOE WM AabopPaTOPHO-UHCTPYMEHTaAbHOE
obcaepOBaHME COTAACHO AEMCTBYIOWMM deAepanbHbIM - KAK-
HUYECKUM pekoMmeHpaunam (2016). Kputepmm UCKAKOUYEHMUS:
BTOpMYHas Al Ao6Oro reHesa, AETU C OXXMPEHUEM U M3ObITOY-
HOM Maccon Tena, ¢ MOPOKaMMU CEPAEUYHO-COCYAMUCTON CUCTEMBI,
KapAvoMuonaTren, cnopTcMeHbl (cTax 6onee 3 AeT). Bo Bpems

nposeaeHns IxoKI peructpupoBaAUChb AMHENHbIE pa3mMepbl
CTEHOK M NoAOCTH K. AAA OLEHKM MHAEKCA MacChl MUOKapAa
NK McnoAb30BaAK MOAXOA, PEKOMEHAOBAHHbLIN Accoupaumen
AETCKUX KapAnonoroB Poccuiickon ®epepaumnn (dopmyaa 1) —
OTHOLLEHME MacCbl MMOKapAa /K K pocTy B MeTpax, yBeAUUEH-
HOMY AO 3KCMOHEHTbI 2,7, @ TakXe PYTUHHbIA pacyeT mMacchbl
MUOKapAa Ha MAOLLAAL MOBEPXHOCTU Tena B M2 (GOpMyAa 2).

Pesyabtatbl. Viccnepyeman rpynna coctosina m3 71 manb-
ynka 1 21 pAeBOoYKM, MeanaHa BospacTta — 15 aert. lNpu cbope
Xanob v aHamHesa y 31% naumeHToB HbIAM Xanobbl Ha NOBbILLE-
Hue AA Ao 140/90 mm pT. cT., 59% 6ecnokonaa ronoBHasi 60Ab,
y 20% 6bIAO OlLyLLeHWe cepAlebueHuss npu noBbllleHnn AN,
y 18,5% otmeyvanacb 60Ab B 06AACTM cepALia, OTCYTCTBME Xanob
6bIA0 3adUKCHMPOBaHO Yy 2% aeTeit. Mpu NpUMeHeHUU GopMyAbI
2 CHUXeHa BapuabenbHOCTb 3HAYEHWI 3a CUYET HW3KOM BbIsiB-
ASIEMOCTU 3KCLEHTpUUeckorn runeptpodum () AK. dopmyaa 1
He TOAbKO AOCTOBEPHO valle anarHoctrpoBana AMAX (kputepui
duwepa p < 0,05; kputepwit x2 p < 0,001), Ho 1 o6Aapana 6oAb-
LLIERN YyBCTBUTEABHOCTbIO (95% npoTus 61,11%).

3akatoueHue. Camoi yactoi xanoboi y naumMeHToB ¢ nep-
BUYHOM Al ABASIAGCH FOAOBHASA 60Ab. [pU npuMeHeHnn dopmy-
Abl 1 9T BbiIsBASIAGCH Ha 7,6% yalue. Popmyaa 2 OTAMYMAACH
CHWUXEHHOW YyBCTBUTEABHOCTbIO, OCOBEHHO B OOHapyXeHWu
AMNXK. MpumeHeHne ¢opmyAabl 1 B PYTUHHOW KAMHWYECKOM
NPaKTMKe MO3BOAUT CBOEBPEMEHHO OOHAPYXMUTb MopaxeHue
Muokapaa /K 1 HayaTb FTMNOTEH3WBHYIO Tepanuio B aAeKBaT-
Hble CPOKM, YAyYLLIAsi TEYEHUE M NPOrHO3 BOAE3HM.
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NOKA3ATEAU APTEPUANBHOIO AABAEHUA Y AETEN
B BO3PACTE 6 AET, POAUBLUNXCA MAANOBECHbIMH

MynilokoBa A.U.
HayuHbiii pykoBoauTenb: AkoBaeBa A.B.

®rb0Y BO «balluKMpCKKii rocyAapCTBEHHbIN MEAMUMHCKUIA YHUBepcuTeT MuH3apaBa Poccuu, Yoa, Poccuiickan Gepepaums

AKTyanbHOCTb. M3yueHwe nokasateneit apTepranbHOro
AaBAeHUA (AQ) Kak OAHOM M3 COCTaBASIFOLLMX apanTalMOHHbIX
BO3MOXHOCTEN CepAEYHO-COCYANCTOM CUCTEMbI AETEN B BO3pac-
Te 6 AeT, POAMBLLMXCS MaAOBECHbIMU, NPEACTABASIET MHTEPEC.

Lleab. M3yueHne nokasatenen AAy AeTel B Bo3pacTe 6 AeT,
POAMBLUMXCA C 3KCTPEMaAbHO HU3KOM (AHMT), oueHb HU3KOWM
(OHMT) 1 HM3KOM Maccor Tena (HMT).

MauneHTbl U meToabl. OCHOBHYIO Tpynny MCCAEAOBaHUA
cocTaBuAM AeTU B Bo3pacte 6 AeT ¢ SHMT (n = 13), OHMT
(n = 23) 1 HMT (n = 29) npu POXAEHWUWN, KOHTPOAbHYHO Tpyn-
ny — AeTM ¢ Maccol Tena 6onee 2500 1 npu poxaeHuu (n = 32).
OueHky AA NPOBOAMAM B COOTBETCTBMM C PEKOMEHAALMAMMU
C yyeTom Bo3pacTa v noaa. lMNpu cratuctyeckon obpabotke
pacCcuUnTbiBaAUCh CPEAHEee M CTaHAAPTHOE OTKAOHEHUSA, cpaB-
HEHWE CPEAHMX TPYMMOBbIX OCYLLECTBASIAOCb C MPUMEHEHU-
em Tecta CTbloAeHTa. 3HAUMMOCTb Pa3AMUMI pacnpeAeneHUi
B rpynnax npoBepsAAacb C MOMOLLBIO TECTa XM-KBaAPaT.

Pe3ynbTatbl. CpepHWMI NMokasaTeAb CUCTOAMYEcKoro AL
cocTaBUA y AeTert ¢ QHMT 91,7 + 8,9, ¢ OHMT — 97,3 + 8,1,

¢ HMT — 105,3 + 24,4, y peTeit KOHTPOAbHOM rpynnbl —
100,6 + 11,9 mm pt. cT. HopmanbHoe AA pernctpupoBanoCb
y 84,6% peteit ¢ IHMT, 91,3% aetent ¢ OHMT, 79,3% aetel
¢ HMT npu poxaeHuun, a Takke y 75,0% AeTell KOHTPOAb-
HOM rpynnbl. Bbicokoe HopmanbHOe AJ pPerucTpMpoBanoChb
y 15,4% petent ¢ QHMT, 8,7% aetert ¢ OHMT, 20,7% petei
¢ HMT npu poxaeHuu, a Takke y 21,9% petell KOHTPOAb-
HOW rpynnbl. ApTepuanbHasi rMnepTeHsus Obina BbiBAEHA
y 7,7% petent ¢ AHMT u 3,1% AeTelt KOHTPOAbHOM Tpynnbl.
MoAyYeHHbIE B rpynnax pesyAsTaTbl MexAy co60M He OTAMYaAUCH
(p > 0,05).

3akaoueHue. [oAyyeHHble pe3yAbTaTbl AEMOHCTPUPYHOT
OTCYTCTBME 3HAUYMMbIX Pa3AvuMii B ypoBHe AA y AeTell B BO3-
pacte 6 aert, poamBlumnxca ¢ AHMT, OHMT n HMT, B cpaBHEHUH
C AETbMMU ¢ Maccow Tena bonee 2500 1 npu poxaeHun. OpAHaKo
CAEAYET OTMETUTb, UTO KAMHWUYECKME MPOSBAEHUSI BO3MOXHbIX
WU3MEHEHWI COCYAMCTOM CTEHKW Yy AETEeM, POAMBLUMXCA Mano-
BECHbIMW, MOTyT MpPOSBWUTLCA B OOAee cTapluemM Bo3pacTe.
HeobxoanMbl AaAbHEVLLME MCCAEAOBAHWA B AAHHOM 0OAACTU.



SOPEKTUBHOCTb U BE3OINACHOCTb AYTUANYMABA
B A\EMEHUU ATONMMUYECKOIo AEPMATUTA Y NALUUEHTA

AOLUKOABbHOIO BO3PACTA

MbnkbaHoBa M.A.
HayuHbiii pykoBoauTeAb: N\eBuHa HO.I.

OrAQY BO PHUMY mm. H.W. MuporoBa MuH3apasa Poccun, Mocksa, Poccuiickas deaepauma

AKTyanbHOCTb. /\O HeAaBHEro BpeMeHUM BO3MOXHOCTU
3QdEKTVBHOM CUCTEMHOM Tepanuu aTonMyeckoro Aepmatu-
Ta (ATA) y nauMeHToB MAaalle 6 AeT ObIAM OrpaHWyeHHbI,
OAHAKO MOTEHUMAAbHbIA 6OAE3Hb-MOAUDULMPYIOLLMI 3ddEKT
Aynuaymaba ocobeHHO 3HaUMM AAA AeTel AQHHOM BO3PaCTHOM
rpynneol.

LeAb. AeMOHCTpaums onbita 3GPeKTUBHOMO NPUMEHEHUs
reHHO-UHXeHepHoro Guonornyeckoro npenapara (FTMBM) aynu-
Aymab y naumeHTa 4 AeT ¢ TaxeAon popmoit ATA M conyTCTBYHO-
LLIeN NULLEBON annepruen.

MauueHTbl U MeToabl. B HUW neanatpmm 1 oxpaHbl 3A000-
Bbs AeTeirt HKLL Ne2 OTBHY «PHLX nm. akaa. B.B. MeTpoBckoro»
NOCTYMUA ManbuuK 3., 4 AeT, ¢ xarobamu Ha reHepaAM3oBaH-
Hble BbICbINAHWA Ha KOXE, BbIPaXEHHbIN 3yA, HApYLLUEHWE CHa,
aneprMyeckre peakumMuM B BUAE KpanuBHUUBI NpW ynoTpe-
6AeHUM apaxuca, cneunin, neTpywwku. At maHudbecTMpoBan
B 2,5 MeC, HOCUA TSXEAbI HEMPEPBLIBHO PELMAMBUPYHOLLMIA
xapakrep, pebeHoK NoAy4Yan Tepanuio ToNMUYEeCKUMU FHKOKOP-
TMKOMAGMHW, 3MOAEHTaMW, CUCTEMHBIMU @HTUIMCTaMUHHbBIMM
npenaparaMmv — C KpaTKOBPEMEHHbIM YAyULLEHUEM.

Pesyabtatbl. Ha MOMeHT obpalleHnsa pebeHOoK NPoAOAKaA
NoAyYaTb HapyXHyto Tepanuto 6e3 BbipaxxeHHoro addekra. Mpu
OCMOTpPE: KOXHbI MAaTOAOrMUYECKWUI MPOLECC pacnpocTpaHeH-
HbI, CUMMETPUYHbINA. B nepuvopanbHO 06AaCTH, B AOKTEBbIX
N MOAKOAEHHbIX CrMbax, Ha KOXe KWUCTEM, 3ansicTuii — rune-
pemMUA, MHOXECTBEHHbIE TPELUMHbI, AMXEHUDUKALMUA, UHOUAD-

Tpauua. Koxa TtyaoBuwa cyxad. Onpeaenstotcs TUNUYHbIE
Cknapkm AeHHM - MopraHa. OueHka no wkane SCORAD —
63 b6anna, EASI — 23 6anna, CDLQI — 20 6annoB. Aareproumn
ALEX2: BbICOKMI ypOBEHb KOHLEHTpaumun cneumondeckmx Igk
K 9KcTpaktaM 6060BbIX; YMEPEHHbIA YPOBEHb — K aAAepro-
KOMMNOHEHTY 6eAka 3anaca apaxuca Ara h 1, K MaxopHOMy
AN\EProKOMMNOHEHTY Kolwku Fel d 1. KAMHWYECKUI aHanu3
KpOBU: 303nHOGUAbI 0,33 x 109/A (Hopma 0,1-0,6 x 109/A).
B cBA3K C TAXEAbIM HEMPEPbIBHO PELMANBUPYIOLLMM TEYEHU-
emM ATA, HaAMuMEM MOAMBAAEHTHOM CEHCUOWAM3ALMK, HEId-
bEKTUBHOCTBIO HaPYXXHOM Tepanuu naumeHTy Oblha WUHWLM-
MpoBaHa OWOAOrMuUeckan Tepanua Aynuaymabom. Ha doxe
HenpepbIBHOW Tepanuu B TeueHne 12 Hep yAAAOCh KynupoBaTb
KOXHble MposiBAeHUst BoAe3HU: oueHka no wkane SCORAD
cHu3uAachb Ao 10,7 6anna, EASI — 0,6 6anna, CDLQI — 4 H6anna.
HexeAaTeAbHbIX ABAEHUI HE OTMEYEHO.

3aknoueHue. PesynbTaTbl KAMHUYECKMX WCCAEAOBaHWM,
a Takxe COoOCTBEHHbIM onbIT npumeHeHua MBI aynuaymab
NMOATBEPXAAIOT 3GHEKTUBHOCTL U NPUEMAEMbIV NPOPUAL He30-
MacHOCTM €ro AAMTEABHOTO WM HEMNpPepPbIBHOMO MCMNOAb30BaHUA
y AeTteit ¢ AT/ B Bo3pacTe oT 6 Mec A0 5 AeT. AOCTYNHble AaH-
Hble Hay4yHOW AMTEPATYpPbl YKasblBalOT Ha TO, YTO AyMUAyMab
MOXET HE TOAbKO MOAOXMTEABHO BAUSITb Ha TeueHue BOAE3HM,
HO M CHWXaTb PUCK MPOrpeccMpoBaHUA «@TOMUYECKOro Map-
Wwa», NPeACTaBAAS MaKCUMAaAbHYKO NEPCNeKTMBY UMEHHO AAA
AETEeN paHHEro U AOLLUKOABHOIO BO3pacTa.
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XAPAKTEPUCTUKA CTPYKTYPHO-MOP®OMETPUYECKHUX
NMAPAMETPOB rONOBHOIO MO3rA U UX KOPPEAALIUU

C KAVMHWYECKUM ®EHOTUINOM U TEHOTUINOM Y NAUUEHTOB
C PASAUMHBIMU TUITAMU MYKOINMOAUCAXAPUAO30B

PbikyHoBa A.U.
HayuHbiii pykoBoauTeAb: Baliakvanse H.A.

HWUW neanatpumn n oxpaHbl 3p0poBbs Aeteit HKL, Ne2 OIBEHY «PHLX um. akaa. b.B. MetpoBckoro» MuHobpHayku Poccuu,

MockBa, Poccuiickas ®epepaums

AKTyanbHOCTb. B Poccuiickoin ®epepauun nsyyeHne paH-
HbIX MarHuTHoO-pe3oHaHcHon Tomorpaduu (MPT) roAoBHOro
mo3ara (M) y nauMeHToB € pasAMUHbIMKW TUNMAMKU MyKOMOAKCA-
xapuao3oB (MIC) 1 BbiABAEHUE KOPPEAsiuMiA TAXEecTU nopa-
XEHUSI LeHTPaAbHOM HepBHOW cucteMbl (LUHC) ¢ pesyabtatamu
MOAEKYAAPHO-TEHETUYECKOTO WMCCAEAOBAHWA Ha penpeseHTa-
TUBHOM BbIBOPKE A0 HACTOALLETO BPEMEHM HE MPOBOAMAOCH.

LeAb. OUEHUTb KAMHUYECKWUI NOAMMOPOU3IM HEWPOKOTHM-
TUBHbIX MPOSIBAEHUI W CTEMEHb BbIPAXEHHOCTU W3MEHEHUN
CTPYKTYPHO-MOpdOMETPUYECKUX NapameTpoB M npu pasany-
HblX TMNax MIMC y AeTei AASl BbISBAEHWA TeHO- U deHoTUNUYe-
CKMX KOPPEASILUM.

MauueHTbl U MeToAbl. B 1MccrepoBaHUe ObIAM BKAKOUEHDI
136 peteit. U3 HMx 81 nauneHT ¢ yCTaHOBAEHHbIM AMArHO30M
MTIC coctaBua uccaepyemyto rpynny: MIMC | tTuna — 15 ueno-
Bek; MIC Il Tuna — 37 yenosek; MIC Il TMna — 16 yenoBek
(MNC IIA — 10, MMNC 1B — 4, MNC IlIC — 2); MINC IVA — 6 yeno-
Bek; MIC VI — 7 uenoBek. Bcem naumeHtam 6bina npoBeaeHa
MOAEKYAAPHO-TEHETUYECKaa AMarHoCTuKa. lpynne cpaBHeHWA
6bina npoBepeHa MPT-pnmarHocTMka M M LienM aHanorM4yHo
nccaepyeMoint rpynne. pynny CpaBHEHWS COCTaBWUAM AETU CO
cpeaHuMM Bo3pactom 11,8 ropa, B TOM uucAe 28 peBoYek
N 27 ManbYMKOB.

Pe3yabtathbl. BbiiBA€HO, 4TO aTpodumm runnokamna BCTpe-
YakoTCA AOCTOBEPHO Yalle y NauMeHTOB C NAaTOreHHbIM HyKAe-
OTMAHBIM BapuaHtom €.220C>T (p.Arg74Cys) B reHe SGSH

B FOMO3UIOTHOM COCTOSIHWK, YEM B KOMNAYHA-TeTePO3UroTHOM
(p = 0,029), ymepeHHas 1 BbiCOKas CTEMEHb BbIPaXEHHOCTU
ouyaroBbIx HapyLleHW BbisiBAseTcAa B 50% cAyyaeB nNpu Hanu-
UMM HYKAEOTMAHOro BapuaHTa ¢.220C>T B rOMO3MIOTHOM
COCTOSIHUM W HUKOTA@ He BbIABAAETCS MPU HaAMUUU AGHHOIO
BapuaHTa B KOMMAYHA-TETEPO3UITOTHOM COCTOSIHWM, YTO COrAa-
CYeTCs C TAXKECTbI KAMHUYECKOM KapTUHbI U BoAee BblpaxeH-
HbiM nopaxeHvem LUHC y nauvMeHTOoB C maTtoreHHbIM HyKAe-
OTMAHBIM BapuaHtom €.220C>T (p.Arg74Cys) B reHe SGSH
B FOMO3MIOTHOM COCTOsiHMM. B rpynne nauuneHtoB ¢ MIC
Il TMNa BbISBAEHA TEHAEHUMA K 6OAee 4aCTOMy CHUXEHMIO
TOALLMHBI KOPbl TM y NauMeHTOB C HYKAEOTUAHBIMW 3aMeHamMu
W CTPYKTYPHbIMW NepecTpoikamu B reHe IDS, obrapatoLLMMm
HaNUbOAbLINM YHKLMOHAAbHBIM 3bdEKTOM (Bbl3blBatoLMe
npexAeBpeMeHHYI0 TEpMUHALMIO TPaHCAALMK (Stopgain); npo-
TAKEHHbIE AeAeLMU U WHCEPLMW; BapuaHTbl, Bbi3biBatOLLUE
CABWUI pamKuK cuuTbiBaHus (frameshift); BapuaHTbl B canTtax
CcrAancUHra).

3akntoueHue. posepeHre MPT M M wWwen pekomMeHAo-
BaHO BCeM naumeHtam ¢ MIMC — He3aBWCMMO OT HaAMuUA
VAW OTCYTCTBUSI KAMHUYECKUX HEMPOKOTHUTUBHbIX NMPOSIBAEHWI.
Hannume poctoBepHo 6oAee 4acToM BCTPEYaeMOCTH aTpo-
duUM rMnnokamna npu HaAMYMKM NATOrEHHOro0 HYKAEOTMAHOIO
BapuaHTa ¢.220C>T (p.Arg74Cys) B rOMO3UIOTHOM COCTOSIHUK
B reHe SGSH sBASieTCA MPOrHOCTUYECKU HebAaronpusTHbIM
$aKTopoM, ykasblBaoLLMM Ha Tsaxxenoe nopaxeHue LIHC.



