OT3bIB
0(pULMATIBLHOT0 ONNIOHEHTAa, JOKTOpa MeJUIIMHCKUX HAaYK, Ipodeccopa
IMoranoBa Anekcangpa CepreeBuua Ha quccepTanuoHHyio padorty llluroneBoi
AHactacnu EBrenbeBHbl «BocnanurtesibHble 3a00/1eBaHUS KMIIEYHUKA C OYeHb
PAHHHM HAYaJIOM y JeTeii: 0COO€HHOCTH JHATHOCTUKH U JIeYeHHUD,
NPeJCTABJIEHHYIO HA COUCKAHHE YUYEHOH CTeleHH KaHQUAaTa MeJULUHHCKUX HAyK

no cnenuajbHocTtu 14.01.08 — [leguaTpus.

AKTyaJIbHOCTb HCCJIeJOBAHUSA

AKTyaJbHOCTh TPOOJIeMbl BOCHANUTENBHBIX 3a0oseBaHuil kuineunuka (B3K) y
JeTeil ompenensieTcss HEYKJIOHHBIM pOCTOM 3a00J€Ba€MOCTH Cpedu JIeTCKOro
HAaceJleHMs], TSKENbIM WMHBATUAU3UPYIOIIMM XapakTEPOM I1aTOJIOTHUH, IIMPOKUM
CIIEKTPOM  KJIMHUYECKUX TMPOSBIECHUH, B T.4. BHEKUIIEYHONM CHUMIITOMATHUKH.
Oco6ennoctu B3K ¢ HavamoM B Bo3pacTe A0 6 JeT HaYalM M3y4aThCs CPaBHUTEIBHO
HenaBHoO. [lo3nHsAs nuarHocThka W HeaaekBaTHas tepanusi B3K B metckoM Bospacte
MOXET TMPUBECTH K pPa3BUTUIO OCJIOXHEHHM, B YacTHOCTU K YBEJIWYEHHUIO 4YHUCia
OTIEPATUBHBIX BMELIATEIbCTB M PA3BUTHUIO aJEHOKAPLUMHOMBI KHIIKM B MOJOAOM
TpyaocrocooHoM Bo3pacte. M3yueHue xapakTepHbix ocoOeHHocTedl B3K c oueHb
paHHUM HaydaJloM ¥ OTBETa Ha TEpaITHIO MO3BOJISIET BRIOMpATh HauboIee ONTUMAIbHYIO
Je4eOHyI0 TaKTUKy, B TOM YHCIE€ C MPUMEHEHUEM IIPernaparoB aHTUIUTOKUHOBON
Tepaluy, NpUMEHEHUE KOTOPBIX y AeTed N0 6 JeT UcclieloBaHO HEeNOCTaTOYHO. YacTh
nauveHToB ¢ HavyaioM B3K-mogoOHOM KIMHUYECKOW KapTHHBI B paHHEM BO3pacTe
nMeroT MmoHoreHHoe B3K-nmogo6Hoe 3aboneBaHue, yCTaHOBIIEHHE KOTOPOr0 BO3MOXHO
C TpPUMEHEHUEM MOJIEKYJISPHO-TEHETUYECKUX METOAOB OMArHOCTUKU. Takoif
nepcoHUGULUPOBAHHBIA MOAX0A K AuarHoctuke W yedeHutro B3K ¢ odeHp paHHUM
HayajioM OIpeJeNsieT yCleX TeparuH.

HMucceprauusa Iuronesoit A.E. mnocssieHa H3y4YeHUIO KIMHUYECKUX U
nabopatopHo-UHCTpyMeHTanbHbIX oTiuunii B3K ¢ oyens pannuMm Haudajsom ot B3K ¢
MaHu(pectaureit mocne 6 ner. Llenpro paboThl crama ONTUMH3ALUS JAATHOCTUKU U

JIeYeHUs y JeTed ¢ o4eHb paHHUM HadanoMm B3K Ha ocHOBaHMM paHHEH AMarHOCTUKU
1



MoHoreHHsiXx B3K-monoGubIx 3a0oieBaHMii M OTBETAa Ha MPOBOAUMMYIO Tepanuio. B
OTEUYECTBEHHOHN JUTEPATYpe OTCYTCTBYIOT myOnukanuu mo teme B3K ¢ odeHb paHHUM
HayajoM, MpPAaKTUYECKU OTCYTCTBYeT HHGopMaius o MoHOreHHbIx B3K-momoGHbIx
3a00JIEBaHUAX, YTO OMpPEAENSAEeT aKTYaJIbHOCTh U BBICOKYIO MPAKTUUYECKYIO 3HAYUMOCTh

IMPOBEACHHOI'O aBTOPOM UCCIICA0BAaHUA.

Hay4ynasi HoBH3Ha pa0doTBI
B nuccepranmoHHOM HCCIEOBAaHUM aBTOPOM IIOJYyYEHBI CIIEIYIOLINE HOBBIE BaXKHBIE
JaHHBIE:
o B ctpykrype B3K c odens pannuM nayaiom npeodnanaer JAK (71,1%), nons BK
coctaBngeT 22,2%. Jlons monorenusix B3K-mogo6ueix 3aboneBannii - 6,7%.
o Momnorennsie B3K-nonoGubeie 3aboneBanus mnpencraiensl [1IM]], Hanbonee
4acTO BCTpedYaeTcss X-CUEIUIEHHBbIH JUMQOonponudepaTtuBHbIA CUHAPOM 2-TO THUMA
(XLP2).
° Jetn ¢ MonoreuusIMH B3K-momoOHeIMH 3a0olieBaHMAMH, 32 HCKIHOYEHHEM
XLP2, UMEIOT OTATOLIEHHbI WHPEKUNOHHBIN aHAMHE3 C HAJIUYUEM CILIEHOMETAIUH U
TuMboaleHOITaTHH.
o SIK ¢ ouenb paHHUM HadayioM B 1e6roTe B 71% ciydyaeB xapakTepU3yeTcst HU3KOU
AKTUBHOCTBIO.
o Jlns BK ¢ odeHbs paHHUM HadalioM XapakTepHbl Auapes (67%) U KpoBb B CTYyJe
(63%), 601b B xuBOTE Habmonaercs B 53% ciy4daes.
o s SIK ¢ o4eHb paHHUM Ha4yajaoM XapaKTEpPHO TOTAJbHOE MOPaXEHUE TOJICTOM
kuiiku (84%), nns BK ¢ odeHp paHHMM HadalloM XapaKTEpPHO H30JMPOBAHHOE

MOpaXKEeHHUE TOJICTOW KULIKH (53%).

o 3arpynnena nud pepenunansuas quarsoctuka bK n AK.

° [IpuMeHeHre aHTUIMTOKMHOBOM y nered B Bo3pacte Ao 6 jer Oe3omacHo U
3¢ PEeKTUBHO.

° PyTunHO€ mnpHMeHEeHUE mMaHelId TapreTHOro cekBeHupoBanus «llepBUuHbIe

UMMYHOAEC(QULUUTED Y AeTel ¢ odeHb panHuM HavanoM B3K nenenecoobpasHo.



JlocTOBepHOCTb H 000CHOBAHHOCTD MOJIy4YE€HHBIX Pe3yJIbTaTOB

Hay4unsie nmonoxxenus, chopMyIMpoBaHHbBIE aBTOPOM B TUCCEPTAIMOHHON paboTe
OCHOBaHbl Ha aHaiau3e OOJIBLIOTO KIMHUYECKOTO Marepuana (rpymnmna HCCIeIOBaHHUS
coctaBnsana 135 pereii, rpymnmna cpaBHeHUs — 128 nereii), COBPEMEHHBIX METOJOB
oOcreoBaHMs, BKIIOUABIIMX Kak JaboparopHble (KIMHUYECKUH aHalu3 KpOBH,
OMOXMMHUYECKUHA aHaIU3 KpPOBH, CHIBOPOTOUHBIE HMMYHOTJIOOYJIUHBI, (eKaTbHbINA
KaJbIIPOTEKTHUH), UHCTPYMEHTAJIbHbIE (racTpockomnus, UJIEOKOJIOHOCKOIIHUS,
Mopdooruueckoe HccleoBaHUEe OHONTATOB CIU3UCTON KHILKU) METOAbl, TaK H
MOJIEKYJIIpHO-reHeTH4Yeckoe uccnenoBanue (60 nereii). OOpaboTka MONTyYEHHBIX
pe3yJIbTaTOB MPOBOAUIACH C MTPUMEHEHUEM COBPEMEHHBIX CTATUCTUYECKUX METOMOB C
ucnonbs3oBanueM naxkeroB Exel, SPSS Statistics 23. Lleap u 3amaum uccieqoBaHUs
chopMyIupoBaHbl KOPpPEKTHO. JlocTaTOuyHbIi 00beM BBIOOPKH, MPUMEHEHHUE
aKTyaJbHBIX METONOB OOCIEAOBaHUS M aHAIM3a IMOJYYEHHBIX HAHHBIX IO3BOJISIOT
cienatb BbIBOZ 00 OOOCHOBaHHOCTH M BBICOKOH CTEMEHU JOCTOBEPHOCTH HAayUYHBIX
MOJIO)KEHU, BBIBOJOB M IMPAKTUYECKUX PEKOMEHJAIMHd JaHHBIX B JUCCEPTAalUU.
Marepuansl [uccepranui ObUIM TOJIOKEHbl HA HAYyYHO-NPAKTUYECKUX KOHGEPEHLMIX
kak B Poccunu, tak u 3a pybexoM. [lo marepuanmam aucceprauuu omyOauKoBaHO 4

nevyatHble paboThl, 3 U3 KOTOPBIX — B U3JaHUAX, peKOMeHI0BaHHbIX BAK PO.

TeopeTnueckasi H NpaKTHYeCKAas 3HAYUMOCTb PaGOThI

Pe3ynbTaThl, MoNy4eHHbIE aBTOPOM B JUCCEPTALHOHHOM HCCIIEJOBAHUH, UMEIOT
BBICOKYIO HAYUYHYIO U IPaKTUYECKYIO 3HAUUMOCTh. B YacTHOCTH, NONTyYeHHas KITMHUKO-
nabopatopHas xapaktepuctuka B3K ¢ o4yeHb paHHMM HayalioM CHOCOOCTBYET
COKpalleHHIO CPOKOB IOCTAaHOBKHM AuarHo3a, a mnpeanoxenusiid Il{uromesoit A.E.
QITOPUTM JAWArHocTUKM MW Tepanmud B3K ¢ odYeHb paHHMM HayaloM II03BOJISET
MIPOBOJUTh PAHHIOW UM epeHHaNTbHY0 [UAarHOCTUKY C MoOHOreHHbIMH B3K-
noJoOHBIMU 3200JIEBaHUSMH, & TaKXX€ ONTUMMU3UpOBaTh moaxoid k jedenuro B3K y

Aeteil. AHanu3 pe3ynbTaTOB aHTULUTOKAHOBOM TEpanuu y AeTell B Bo3pacte A0 6 JeT



SIBJIIETCS OCHOBOM Ui OoJiee MIMPOKOro MPUMEHEHHUS IMpenapaToB AAHHOW IPyIIbl Yy

netelt ¢ oueHb paHHUM HauyanoMm B3K.

Ouenka odopmiieHust paboThl U ee cOgepPKAHUSA

Huccepraius mocTpoeHa IO OOLIENPUHATOMY IUIaHy, H3/oXxeHa Ha 210
CTpaHMIIAX MALIMHOMUCHOIO TEKCTa, COCTOUT M3 BBEAEHHUs, 0030pa JUTEPaTYpHI,
ONMMCAHUS MAaTepPUAIOB W METOJOB MCCIIEIOBAHUS, pPE3YJbTATOB COOCTBEHHOIO
UCCIIeI0BaHUs, 0OCYXXICHUS Pe3yJIbTaTOB UCCIEIOBAHHUS, AJITOPUTMA U €ro OIMUCAHUS,
BBIBOJIOB, IIPAaKTHUUYECKUX pPEKOMEHJAlWi, CIHCKAa HCIOJIb30BAHHON JUTEpaTypHl,
comepxaiiero 328 MCTOYHUKOB, U3 KOTOPBIX 7 OTEUECTBEHHBIX U 321 3apyOexHbIH,
npuiioxenuil. Pabora npounroctpupoBana 34 pucynkamu U 27 TabnuuaMu, HarucaHa
XOPOILUM JTUTEPATYPHBIM S3BIKOM U YUTAETCS B OOJIBLIUM HHTEPECOM.

Bo BBegeHHH aBTOpOM ueTkO CHOpPMYIHPOBAHBI LENb U 3a7a4d UCCIICJOBAHUS,
MOKa3aHa aKTyaJIbHOCTb BBIOPAaHHOW T€MBbI UCCIIEIOBAHUS.

IlepBasi rnaBa sBisgeTcs 0030pOM JIUTEPATyphl IO TEME HCCIIEOBaHUs, B
KOTOPOM TMOAPOOHO pacCMaTpUBAETCS AKTYaJlbHAs MPEUMYLIECTBEHHO 3apyOexHas
outepatypa mo Tteme B3K ¢ oueHb paHHMM HadaloM, a TakXe JHUTepaTypa,
MTOCBSLLUEHHAs MOHOT€HHBIM B3K-nmono6ubM 3a00JIEBaHUSM. [Toapo6Ho
paccMaTtpuBaeTcss reHeTHdeckwil acmekT mnartoreHesa B3K, kmaccudukauus u
XapaKTepUCTHKa Hauboyiee 4YacTO BCTPEYAIOIUMXCS MOHOIEHHBIX 3a00JIeBaHMIA,
ocobeHHOCTH o4YeHb panHero Hauyana B3K, repanus B3K y nereii.

Bropas rnaBa BkiIOUaeT pasfen Marepuanbl U METOABI, Ile AaHbl KPUTEPUHU
BKJIFOUEHUS] U UCKJIIOUEHUS, MoApoOHass XapaKTepUCTUKA IMAIlUEHTOB, BKIIOYEHHBIX B
uccienoBanue (netu ¢ HayaisoMm B3K mo 6 ner — 126 nereii, netu ¢ MoHoreHHbIMU B3K-
nofoOHBIMA 3a0ojieBaHUsAMU — 9 [neredd, rpynma cpaBHeHHs — 128 gerelt c
Manupecranueit B3K B Bo3pacre mocie 6 nert), omucanbl Metoaa oOcieaoBaHus AeTel,
JaHO OTIHCaHue MaHeTu TapreTHOro CEKBEHUPOBAHUS «[TepBuunbIe
UMMYHOJIe(PUITUTHD), KOTOpas BBIMOJNHIACH 60 OETAM, BKIFOYEHHBIM IPOCIEKTHBHO.
Taxxe ommcanbl MeTOAbI cTaTUCTHUeckoil oOpaboTtku gaHHbIX (Exel, SPSS Statistics

23, MedCalc) ¢ onmucanreM HCIOIb3yEeMBIX CTATUCTUUECKUX KPUTEPUEB.



B TpeTbeii riaBe npuUBeAEHBI pe3yJIbTATHI, IOTYYEHHBIE B UCCIEAOBAHUHU:
1. B cTpykType BOCHamUTENbHBIX 3a00JE€BaHUI KHUIIEYHUKA C OYEHb pPaHHUM
HaYyaJIoM y HcclieyeMoil rpymie npeobinanaer s3BeHHbid KouT (71,1%), nons 6one3nu
Kpona cocrasnser 22,2%.
2. Mounorennsle B3K-nogoOueie 3aboseBaHuss B HCCIeAyeMOW TrpyIme AeTed c
BOCHATUTENIBHBIMA 3a00JI€EBaHUSIMH KHUIIEYHUKA C OYEeHb pPAaHHUM HayajoM He
NMpeBbIIAOT  6,7% W TpencTaBlieHbl MEePBUYHBIMU HMMyHoAedunuramu. Hx
cnenquUYEeCKUMU  KIUHUYECKUMU  OCOOEHHOCTSMH  SBJSAIOTCS  MHGAHTUIbHAS
Manudecraus konuta (88,8%), oTArolleHHbIH HHPEKUMOHHBIA aHaMHe3 (55,5%),
renarocrienomeranus  (55,5%).  Hckmodenue — cocraBisger — X-CUEIUICHHBINA
muMdonporudepaTUBHBIA CUHAPOM 2 THUIMA, KOTOPHIH HE UMEET KIMHUYECKUX
0COOEHHOCTEH.
3. BocnanurenbHble 3a0ojieBaHMS KHUILIEUYHHKA C OYE€Hb pPaHHUM HayajoM
XapaKTEPU3YIOTCS HU3KOW KIMHUYECKOW aKTUBHOCTBIO, KOTOpas BBISBISETCA NpPU
si3BeHHOM KoutuTe B 71% cmyudaeB (p=0,002) u npu 6one3nu Kpona B 57% cnydaes.
4. Jlna Gonesun Kpona ¢ odeHb paHHUM HayajJoOM XapakTepHa HW30JMpOBaHHAs
ToJicTOKMIIeYHas  Jokamm3auus  (53%, p=0,037) u HecreHo3upywulee U
HerneHeTpupytowee tedenue (60% cinydaes). BenyliumMy KIMHUYECKUMU CUMIITOMaMU
sBisitoTcs auapest (67%) m kpoBb B ctyle (63%), B oTiM4YMe OT AETeil C HadajioM
6one3nu Kpona nocne 6 aet (p=0,04).
5. JIns I3BEHHOTO KOJIUTA C 0YeHb PAHHUM HAuaJOM XapaKTEPHO TOTAbHOE IMOPaKEHUE
tosictoi kuk# (84%, p=0,001) u pasButue anemuu (48%, p=0,01).
6. Y nereil c oueHb paHHUM HayvajJOM BOCHAIUTEIbHBIX 3a00I€BaHUM KUIIEYHUKA YaCTO
OTMEYalOTCsi TOPMOHOPE3UCTEHTHOCTh U TOPMOHO3aBUCHUMOCTE: IpH Oone3nn Kpona B
29% u 61% ciy4aes, a mpu I3BEHHOM KOJIUTE - B 6% u 60% ciiy4aeB COOTBETCTBEHHO.
7. IlpuMenenne UHruOUTOPOB (hakTOpa HEKPO3a OMYXOJH O Y NETE C OUYEHb PAaHHUM
HAYyaJloM BOCHAJUTEIbHBIX 3a00J€BaHUM KUIIEYHUKA 3()PEKTUBHO M 0€30MacHO, 4TO
MO3BOJISET UX UCIIOJIB30BaTh Y AETEH N0 6-IETHEr0 BO3pacrta.

B u4erBepTOii riaBe mpuUBEIEHO OOCYXIEHHE IIONTYYEHHBIX pPE3yJbTAaTOB B

CPaBHEHUHU C AAHHBIMM MUPOBOH JUTEpaTypbl. MOXHO CKa3aTh, YTO IOJYyYEHHBIE B
5



pabore naHHble 00 oOcoOeHHOCTsAX KIMHUYecKod KapTuHbel B3K ¢ odeHb paHHUM
HA4aJIoM COMOCTAaBUMBI C paHee Oy OJIMKOBAHHBIMHU JaHHBIMH.

B nsTo# riaBe npeacTaBlieH aJrOPUTM AUATHOCTUKU U JICUCHUS JETEU C OYCHb
panauM HayanoM B3K, KOTOphIH MO3BOJSET NPOBOAUTH PAHHIOK JUATHOCTHUKY
MoHoreHHblx B3K-monoGupeix 3a0oneBaHuil M BBIOMpPATh ONTUMAIbHYIO TaKTUKY
TEpaIuu.

BbiBOoaBI M NpaKTHYecKHe PeKOMEeHJALHH COOTBETCTBYIOT IOCTAaBIEHHBIM
Henqd U 3ajadaM, OOOCHOBaHBl U 3aKOHOMEPHO BBITEKAIOT M3 Ppe3yJbTAaTOB
NPOBEACHHOTO HUCCleNoBaHWsA. B  mpuioxeHun cofepxurcs kiaccupukauus
MoHoreHHbIX B3K-momoGHpix 3aboneBanuii, OmMmUCaHUE CO3JAaHUS TE€HETUYECKOU
MIaHEJIH, NOMOJHUTENBHBIE KIMHUYECKHE CITydaH.

Huccepramus opopMieHa B COOTBETCTBUU C JEHCTBYIOIUMMU TpeOGOBaHUSIMHU
BAK. ABropedepaT NoJTHOCTBIO OTPAXKAET COAEPKaHUE AUCCEPTALINH.

Bonpocs! u 3amMe4yaHus

[TpyHUMIIHANBHBIX 3aMeYaHUl K CONEPXKaHUI0 U 0POPMIICHHUIO JUCCEPTALIUU HET.

B kxadecTBe QUCKYCCUU XOTENOCH Obl YTOUHUTh MHEHHUE aBTOPa O HEOOXOIUMOCTH
NPOBEJEHUS T'€HETUYECKOTo HCCIEeN0BaHMUs MAETSM C O4YeHb paHHUM HadanoM B3K

nepe] paiuKalbHbIM OTIEPATUBHBIM BMEIIATEIbCTBOM.

3akJil0YeHue

JucceprauonHas pabota [[{uronesoi Amnacracuu EBrenbpeBHBI
«Bocnanurenbupie 3a0oNeBaHUs KHUILIEYHUKA C OYEHb paHHUM Ha4dajoM y JeTeu:
O0COOEHHOCTH JUArHOCTUKHU U JIEUCHHUs», BBIMOJHEHHAs MOJ PYKOBOJCTBOM JIOKTOpA
MEIUIMHCKUX HaykK, mpodeccopa Illymunosa Ilerpa BanentunoBuua, sBrseTcs
3aKOHUYEHHOH Hay4HO-KBaJTU(MHUKAIMOHHONW paboTOi, colepialleil HOBOE pelleHHe
aKTyaJbHOU Hay4YHOH 3a/laud — IUarHOCTUKHU U JIEYEHHUST BOCIIATTUTENbHBIX 3a00€BaHUN
KUIIEYHUKa y JeTed C OuYeHb paHHed MaHudecTalued, UMEIlIeld CYLIECTBEHHOE

3HAYCHUE IJIA NIEAUATPUHN.



[Io cBoell axkTyaJbHOCTH, HOBU3HE, HAYYHO-NPAKTUYECKON 3HAYUMOCTH,
colepxaHuio U odopmieHuto pabdora Il{uroneBoii A.E. MOJHOCTBIO COOTBETCTBYET
tpeboBanusaM 1.9 [lonmoxeHus O MPUCYXIEHUU YUEHBIX CTENEeHEH, YTBEP>KIEHHOTrO
nocranoBinenueM IIpaBurensctBa Poccuiickoit @enepaunn Ne§42 ot 24.09.2013 rona
(c UI3MEHEHUsIMH B pellaKlINU MOCTaHOBIEHUH MpaBUTeNbcTBA Poccuiickoit denepanuu
Ne335 or 21.04.2016r., Ne748 ot 02.08.2016r., Ne 650 ot 29.05.2017r., Ne 1024 or
28.08.2017r., Ne 1168 ot 01.10.2018r.), a ee aBTOp 3aciay>XUBaeT MPUCYXICHUS
MCKOMOHM CTENEeHW KaHAuJaTa MEIUIMHCKUX HayK Mo creuuaibHoctd 14.01.08-

neuaTpus.

OdunuanbLHbIi ONNOHEHT:

['maBHBII Hay4YHBIA COTPYAHHUK JIaOOpaTOPUH pa3spabOTKU HOBBIX TEXHOJIOTUN
JUArHOCTUKH U JieueHUs 0ojie3Hel JETCKOTo Bo3pacTa

®enepanbHOro roCy1apCTBEHHOT0 aBTOHOMHOI'O YUPEXIEHUS

«HauyonanbHbplil MEOUIMHCKAM  HCCIENOBATENIBCKUM IEHTP 3JO0pOBbS  JETEI»
Munznpasa Poccun,

JOKTOp MEJULIMHCKUX HayK, podeccop ;

(14.01.08 —INepnaTtpus) A.C.Iloramnos

[TouroBsit agpec: 119991, r. Mocksa, JIoMOHOCOBCKH# MPOCHEKT, I. 2 , CTP. 1
Ten.: +7 (499) 134-15-82

E-mail: potapov@nczd.ru

IMoamuce A.C. ITotamnosa 3aBepsto

A

IOKTOp MEQUIIMHCKUX HayK '_ At E.B.AHTOHOBA
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