OT3hbIB
O(QUUHAIBLHOIO ONINOHEHTA, JOKTOPA MeIHIIHHCKHX HayK, mnpodeccopa,
3aBenymomero  kadeapoid - rocuMTaJbLHOM neapdaTpud  genepagbHOrO
rOCyapCTBEHHOI0 OI0/KETHOTO 00pPa30BATENLHOIO YYPEKICHHSI BLICIIEro
o0pazoBanus «BaMIKHPCKAN TOCYIAPCTBEHHBIH MeIHIAHCKHIL YHHBEPCHTET»
MunucrepcTBa 3apaBooxpaHeHusi Poccmiickoii @enepanmn  ManueBCKOro
BukTopa AprypoBHYa Ha JHCCEPTANMOHHYI0 PaGoTy IInnuraposoii Meiipu
HIumamoBHbl «IlepconnpHIHPOBAHNBIH ANTOPHTM THATHOCTHKH M JIeYeHMs
ayTOBOCHAIHTENbHBIX 3200/IeBaHMIl, ACCONMHPOBAHHBIX ¢ BAPHAHTAMH B
renax TNFRSFIA, NLRP3 w B JApPYrHX reHaX ayTOBOCHAJIECHHS y [eTeil»,
NpEeICTABJICHHYI0 HA COHCKAHHME YYEHOH CTeNeHH KAHAWAATA MeIHIHHCKHX

HayK 1o cnenuaabHocTu 3.1.21. egnarpus.

AKTYaJIbHOCTB TeMBbI THCCEPTAIHH

JluccepraionHas paboTa  IIOCBSIIEHA OTHOCHTENEHO HOBOMY H
HEMOCTaTOYHO M3YYECHHOMY pasieily MNeJHaTpuH U AETCKOM PEBMAaTOJIOIMH —
ayTOBOCHAIUTENbHBIM 3a0oseBanusM AB3). HambGonee H3BECTHBIMH M3 HHUX
ABIISAIOTCSA CeMeHHasi CPeM3EMHOMOPCKAs JIMXOPajIKa, IEPHOANIECKUI CHHAPOM,
aCCOLMMPOBAHHEIN C MyTalWell TIeHa perenTopa (akTopa HEKpo3a OILYXOJH,
KPHONMPHH-aCCOIMUPOBAHHbIC ~ MEPUONMYECKHE  CHHAPOMBI W AeMINT
MCBAJIOHATKHHA3EI, ACCOLIMUPOBAHHEIX ¢ BapHaHTaMu B rene MEFV, TNFRSFIA,
NLRP3 u MVK, XapaKkTepu3yOIHeCs EPUOIUIECKHMY IPUCTYIIAMA BOCIAJICHUS,
JIMXOPaJIkOM ¥ CHMITOMaMH, HMHTHPYIOIIHE DPEBMATHUECKHE 3a00IeBaHML.
OTcyTcTBHE CBOEBPEMEHHOM AHATHOCTHKH ¥ TIATONEHETHIECKOH TEpaiy TeHHO-
MIDKCHePHBIME ~ Owonmorudeckumu  mpemapatamu  (TUBII)  mpuBogur K
HHBAJIMIM3aIMY NAIEeHTOB ¢ AB3 W JKU3HEYIPOKAIOMHM OCIOKHEHHSIM.

Paspabotka u BHejpeHHE KIaCCHOUKANMOHHBIX KPHTEPHEB, a TaKKe
KIMHAIECKUX PEKOMEHJAMH B KIMHHYECKYIO IIPAKTHKY HECOMHEHHO YIIYYIIHIIA
Ka4eCTBO OKa3aHHA MEAMIMHCKOM IMOMOImM mnanueHtaM ¢ AB3, OJIHAKO,
BepuuKanMa MarHosa W nomdop 3¢dexTHBHOM TEPallMU O HACTOSIIETO
BPCMCHH BBI3BIBAET 3HAYMMBIE TPYAHOCTH y BpadyeH IIEMaTPOB M PEBMATOIOIOB,

BBUIOY TE€HETUYECKOH IreTCPOr€HHOCTH CHHAPOMOB H OTCYTCTBHS OTBETa Ha



Ha3Ha4YEHUE, Ka3aloCk Obl, IaTOTeHEeTUYECKOU TEepanuy y YacTH maruenTos ¢ AB3.
Taroke CTOMT BbIAETUTE TPYIITY HAIHEHTOB ¢ HemubdepeHmpoBanasiMu AB3, He
HMEIONIHE YETKUX JHATHOCTHYCCKUX KPUTEPUEB M PEKOMEH AN 10 JICYSHHUTIO,

Wuruburopsr  wmuTepneiikuna-1  (UJI-1) sBusioress mambonee d9acto
UCTIOMB3YEMBIMHU IIpENapaTaMu i jJedeHus AB3, ofHako, y 4acTH MallUE€HTOB
Habmonaercs Hed(p(eKTUBHOCTE KT HELEPEHOCHMOCTh HHTHOuTOpoB MJI-1, urto
TI03BOJIIET PAcCMaTPUBATh Lesecoo0pasHocTs mpumeHenus MBIl ¢ apyrumu
MEXaHH3MaMH JeHcTBUA 1uid nedeHns AB3.

YduTBIBas, YTO B HACTOSIIEE BPEMS OTCYTCTBYIOT OOIICIPHHATHIC
aJITOPUTMbI II0 AWATHOCTHKEC H JIEYEHHIO ayTOBOCHIAIUTEIBHEIX 3a00JI€BaHHIA,
ACCOIIMHPOBAHHBIX C BapWaHTaMH B TI€HAaxX ayTOBOCHAalleHHs B Poccuiickoi
®enepauuy, juccepTanuoHHas pabora  [llumraposoit M.IIL  wma TEMY
«IIepconupurrpoBaHHbIMA aITOPUTM JUATHOCTHKH u TIEeYCHHS
ayTOBOCTIAJIMTEILHBIX 3a00ICBaHMH, ACCOLMHPOBAHHBIX C BAPMAHTAMH B T€HAX
TNFRSFIA, NLRP3 u B JIpYTHX T€Hax ayTOBOCIAlEHHS Y IeTeil» sBisercs
YHUKaIbHOH IO NAHHOMY HANpaBIEHMIO, & TAKKE AKTyalbHOM jjid Bpadeil
II€HMATPOB U PEBMATOJIOTOB.

Baxnocts  TeMbl, BBIOpaHHOM JUCCEPTAHTOM  [Jis  BBIIOJHEHHSA
HCCIEIOBAHUS, HE TOJIEKHT COMHEHMIO. BEIBIEHHE 0COOEHHOCTEH KIMHHKO-
nabOopaTopHBIX MPOSABIEHUH, TEHETHICCKHUX BAPHAHTOB U 3ddexrusroctr [UBII ¢
PasHbEIMM MEXaHHU3MaMH [IEHCTBHA y NaeHTOB ¢ AB3 M03BOMHT ONTHMH3APOBATE
AUATHOCTHKY H T000p d(QdextnBHON Tepamuu. VICXOas W3 3TOro, cuemyer

OTMETHTb BRJKHOCTh W CBOCBPEMEHHOCTh IIPOBEIECHHON HAYYHOM PabOTHL.

Crenenn 000CHOBAHHOCTH M I0CTOBEPHOCTH HAYYHBIX I0JI0KEHMIA,
BBIBO/IOB H Pe3yJIbTATOB JHCCEPTAIMHU
Heobxomumo OTMETHUTEH BBICOKHH METOIUYECKUUI YPOBEHB
AUCCEPTALIMOHHOK  paborel. 3agaun  nposexenHoro Illmmraposoit M.IIL.
HCCIICIOBaHUA COOTBETCTBYIOT IIOCTABICHHOM MHCCEPTaHTOM IEld. B xome
MCCIIeNOBAaHMs ObLIa MOCTABIICHA IIENb Pa3paboTaTh U BHEAPUTH B KIHHHYECKYIO
NPakTUKy  HAay4HO  OOOCHOBaHHBIH  IEPCOHU(DHIMPOBAHHBIA  ATTOPUTM

AHAarHOCTHKH W JICYCHHA 3&6OHCB3HI/II:’I, dCCOMHMPOBAHHBIX C BapHAHTAMH B I'€Hax



TNFRSFIA, NLRP3 u B [pyrdx TIeHax ayTOBOCIAJICHHUS, y gmereii. B xonme
HCCIIEOBaHUA OBUIM HCIOJIB30BAHBI COBPEMEHHBIE METOABI CTATHCTHYECKOH
00pabOTKM NaHHBIX, YTO TO3BONUIO IPOBECTH ACTAIBHEIA AHATH3 Pa3IMYHBIX
(akTopoB, BKIIOYas AeMorpadUueckme, KIMHHYECKHE, nabopaTopHbIE U
HHCTpYMCHTalbHEIE — IOKazaTenu. [logxoxm, wucmonb3oBaHHblE B paboTe,
COOTBETCTBYET METOHOJIOIMH IMPOBENEHUS aAHAJIOIMYHBIX MCCIIEOBAHHI BO
BCEMHPHOH NPaKTHKE.

OCHOBHBIE MOJIOKEHHS HPOBEACHHOTO HCCICAOBAHHSA IIPENCTABIEHE B 10
HAay9IHBIX paboTax, M3 KOTOPHIX 4 CTaTh¥ ONyOIMKOBAHBI B H3AHHSX,
pexomenzioBaHHbIX BAK MunucrepctBa HayKd ¥ BBICIIETO 00pa3oBaHHSA

Poccuiickoit @esepariuu.

HoBu3Ha HayYHBIX 0JI0KEHUI, BLIBOJIOB H PeKOMEH/1AIHH

Mt pemennss mocraBneHHBIX 3azad  Lllumraposoit MLIII.  mpoBexen
NOAPOOHBIM aHAM3 MEXIYHAPOIHbLIX HCCICIOBAHHH, OCBAICHHBIX COCTOSHHIO
HCCIIEAyEMOTO BOIpoca. JIaHHBIE, IOy YEHHBIE B PE3YJIbTaTe aHAIN3A JIATEPATYPEI
PE3IOMHPYIOT, 4TO OONBIIMHCTBO MAalMEeHTOB 10 Bepudukammu AB3 ommbouno
HaOJIONAIOTCSl ¢ JMArHO30M CHCTeMHBIM foHomeckuit aptput (clOA), B
OCODEHHOCTH JETH C THNOMOP(HBIME BAPHAHTAMH, 3a9acCTYIO IIPOSBILIOIIHECS
HETSDKENIBIM H/MIIM HETHIIMYHBEIM TeYeHHeM 3aboneBaHMs, b0 Gojiee MO3IHHAM
nebrotom, a uHesddextusHocTs I['MBIl w3 rpymmel  umrmbmropos MJI-1
peructpupyerca 10 30% cirydaes.

B pesymerate MpOBEIEHHOTO CTATHCTHYECKOTO AaHAMHM3A  KIMHHUKO-
nabOpaToOpHBIX MOKa3aTelell M OTBETa HA TEPANUMIO TEHHO-HHKCHEPHEIMH
OMONOrMYECKMMH  NpemapaTaMH  C  pasHbIM  MEXaHH3MOM  JEHCTBHS,
MCCJIEIOBATETIEM ~ BIEPBBIE pa3paboTaH MEPCOHH(HUIMPOBAHHBIA  AITOPHTM
AWATHOCTHKHM U JICICHHUS ayTOBOCIIAIMTEIBHBIX 3200I€BaHki, aCCOIMAPOBAHHBIX C
BapHaHTaMH B I'€HaX ayTOBOCIAJICHHS V JETEH.

PesynbTarhl IPOBENEHHOTO MCCIICHOBAHKUS II03BONAIOT PEKOMEHIOBATE
IPAMEHEHHE Pa3pabOTaHHOTO MEPCOHU(UIMPOBAHHOIO ANTOPHTMA IHATHOCTHKH

H JICUCHHA ayTOBOCIAIUTEIILHBIX 3360316B3HH]’?I, aCCOIIMHPOBAaHHBIX C BapHaHTaMH



B reHax INFRSFIA, NLRP3 u B Jpyrux reHax ayTOBOCTIAICHHS y [eTed B

NeUATPHIECKON ¥ PEBMATONOTMIECKOM MTPAKTHKAX.

OueHka coiep:kaHns JHCCEPTALNH, €€ 3aBEPIIEHHOCTE B IEI0M,
3aMeYaHus 10 0()OPMIIEHHIO THCCEPTANMM

Auccepranust Ulnaraposodt M.IIL. mamucaHa o OBIIENPUHATOMY IUIAHY,
H3JI0KeHa Ha 262 CTpaHWIax MAlIMHOIMCHOIO TEKCTa W COCTOMT W3 BBEICHHS,
I7laB  C ONHCAHHEM pE3YyNbTaTOB HCCIENOBAHMSA, 3aKIIOYEHHs, BBIBOJIOB,
NPaKTHIECKUX PEKOMCHMAALUH, CIMCKa COKPAallEHWH M CIHMCKA JIHTEpaTypsl.
Crucok nmTepaTypsl TpeACTaBICH 223 HWCTOYHMKAMH, H3 KOTOPHIX 197 B
3apYOKHBIX M3MaHMAX. JluccepTalus WUTOCTpHpoBaHa 34 Tabmuuamu, 17
pucyrkamu. Bo BBenmeHMH 000CHOBaHA aKTyalbHOCTh, CHOPMYIMpPOBAHA LIEIb U
JOTHYHO ONIPEICICHB! BBITEKAIOIIME M3 HEe 3alaud HCCIenoBaHUA. PaboTta
BBIIIOJIHEHA B JOCTATOYHOM 00BEME KIMHHYECKOTO MATEpHasa: B HCCIIEIOBAHHE
BKIIOYEHBI MaHHBIC 144 wucTOopuii OONE3HM MAIMEHTOB C HAIPAaBIIAIONINM
Auarao3oM FOA u nuxopaJouHBIM CHHAPOMOM: 72 HCTOPHH GOJIE3HH MAIMEHTOB,
C BaApHAHTaMH B T'€HaX, aCCOIMHPOBAHHBIX C aYTOBOCIIAJIEHHEM H 72 — 6€3 HUX.

CoBpemenHas craTHCTHYeCKas 00paboTka pe3yIBTATOB HCCIENOBAHMUS
IIO3BOIIMIIM  JTACCEPTAHTYy OOECNIEYUTh €ro JOCTOBEpPHOCTh. CTaTHCTHYECKHI
aHAJT3 NaHHBIX IIPOBEACH aBTOPOM C HCIOIB30BaHUEM ITakeTa nmporpamm R-Studio
(Bepcus 2024.09.0+375, CIIA). TlposemeHa ommcaTelsHAs CTATHCTHKA, IS
CPaBHEHHA I'PYII B OTHOIICHHHM KOJIMYECTBEHHBIX IIEPEMEHHBIX HCIIOIB30BAJICS
HeMapaMeTpUIeCKHH KpuTepri Manna-YuTau, kKputepuit @puaMana U KpuTepuii
Kpackena—Yommca, 11 Ka4eCTBEHHBIX [EPEMEHHBIX — TOUHBIH TectT Duiepa,
Kputepus x2, kputepudi Mak-Hemapa u Q-xpurepueit Kokperna. DdheKTHBHOCTS
I'MBIT y narmentos ¢ AB3 oneHHBaIach C [OMOIIBI0 KPUTEPHEB IOCTHIKCHHAS
OTBETA Ha TEPAIIMIO ¥ KPUTEPHUEB HEAKTHBHOM CTaUH OOJIE3HH.

BEIBOJIBI ¥ IPAaKTHYECKHE PEKOMEHJALMHA TIOJHOCTBIO COOTBETCTBYIOT
NIOCTABIICHHBIM 33/1a9aM HCCIIEZOBAHUS, HMEIOT OYEBH/IHYIO HAYYHYIO HOBU3HY H
IPaKTHYECKYI0 NEHHOCT. PaboTa odopMieHa B COOTBETCTBHM ¢ TpeOGOBAHHSIMY,
IPEABABIICMBIMH K KaHIUIATCKHM JuccepTanusaM. [IpHHIHIHATEHEIX 3aMEeYaHui

IO JUCCEPTAITHH HET.



CoorBercTBHE cO/lep:KaHus aBTOpedepaTa OCHOBHBIM HIESIM H
BBIBOJAM IUCCEPTAIHH

ABTOpedepar mocTPOeH 1o TPAJUIMOHHOMY IUIAHY H OTPAKAET OCHOBHOE
CoIepiKaHue muccepraumu. lIpencTaBieHHBIE B aBTOpedepare BBIBOJIEI
IIOJJTHOCTBED ~ COOTBETCTBYIOT ~ pe€3ylIbTaTaM  IPOBEIACHHBIX  HCCIIENOBaHUI,
yOEIUTENbHO MOATBEPIKIAAIOT IPABUIBHOCTS OCHOBHBIX IIOTOKEHHH, BHIHOCHMBIX
Ha 3aIIUTY.

YUHThIBas WHTEPEC, BBI3BAHHBIM AWCCEPTALMOHHOM pabOTOH, XOTEIoCH
3a7aTh COUCKATEIIIO PsiJl yTOYHSIIOMINX BOIPOCOB:

L Hackombsko 000CHOBaHHBIM Brr CUMTaeTe BBIIIOJIHCHHE
SHAOCKONUYECKOr0 HCCIIENOBAHMS KHIIEYHHKA BCEM IAIMEHTaM C I10J03PEHHEM
Ha AB3, B 0COOCHHOCTH IIPH OTCYTCTBHU KIHHHYECKHX CHMIITOMOB IIOPAYKCHHUS
XKEITYI0YHO-KUIIEYHOTO TpaKTa?

2. Yem oOycnoBneH BEIOOD METOZA MONEKYJISPHO-T€HETHIECKOTO
HCCIICIOBAaHHUA ¥ IAIMEHTOB ¢ ITo03peHHeM Ha AB3?

3. Ynosnersopens! m Bl B nenom saddexrom THBIT mpr AB3 u xak Bei
OLICHMBACTE MEPCIECKTUBEI IpUMEHEHUsT OnokaTtopoB JAK-kuHA3, B TOM 4ucie B

couetanuu ¢ [ UBIT?

3akiroyenne

Taxum  obpasom, muccepranmonHas paGota Illmmraposoit  M.IIL
«IlepcorndunrpoBaHHEIH AIrOpUTM JAAarHOCTHUKH 51 JICYCHUS
ayTOBOCIIAIUTCILHEIX 3a00/ICBaHMH, aCCOIMHPOBAHHBIX C BapHAHTAMHM B TEHAX
TNFRSFIA, NLRP3 u B Ipyrux reHax ayTOBOCHAJIEHHS y JeTei», BBIIOIHEHHAS
II0OJ, PYKOBOACTBOM JI.M.H., Ipodeccopa, wieH.-kopp. PAH Aunexceesoit E.U.
COHNEPXKUT PEIICHHEe BaXKHOW MEIMATPUYECKOM M pPEBMATONOTHYECKOH HAydHOM
3aJ]auM MO pa3pabOTKe aaropuTMa JUATHOCTHKH W TMOAOODY IAaTOTEHETHYECKOM
Tepanud mamueHTaM ¢ AB3. Jluccepralms SABISIETCS 3aKOHYEHHOH HAay9HO-
KBaMM(HUKAMOHHOA paboTOH, a CBEJEHHS, MOJNydYeHHBlE B XOAE pabOTHL
IO3BONUIM pa3paborarh INEPCOHH(MHIMPOBAHHEIA AITOPHTIM HATHOCTHKH |

JI€YeHNs ayTOBOCIAUTENBHBIX 3a00JIeBaHUH V IeTeH.



Pabora Illunraposoit ML.ILL. cootBeTcTByeT TpeboBarusam 11. 9 «IlomoKeHus
O TPHCYXIECHHH YYEHBIX CTENEHEH», YTBEPIKIECHHOIO ITOCTAHOBIICHHUEM
Ipasurenscrsa PO or 24. 09. 2013 . Ne 842, npensseiseMbiM MEHHCTEPCTBOM
HayKd M BBICIIEro obpasoBamus Poccuiickoit @enepanun K IuccepTariHOHHBIM
paboTam Ha COMCKaHHE Y4eHOH CTEIeHH KaHAWAaTa Hayk, a aBTop unaraposa
Meiipu IlluManoBHa 3aciTy)KUBaeT NPHCYKICHHS YYEHOH CTEIIEHH KaHIUIATa

MEIMIMHCKMX HayK N0 crienuanbHocty 3.1.21. [eamarpus.

OduuaIbHBIH ONIMOHEHT:

Hoxrop MenuuuHCKEX Hayk, (14.00.39 — Pesmaronorus, 14.00.09 — ITeuaTpus),
npogeccop, 3aBepyromui Kadeapoil TroCHUTANBHON NemuaTph (eaepaibHOro
TOCYZIAPCTBCHHOTO  OHODKETHOTO  00pa30BaTeNbHOIO  YUPEKAEHHS  BBICIIErO
oOpasoBaHus «BalIKUPCKWIt TOCYAApCTBEHHBIH MEIHIIMHCKHN YHHBEPCUTET»
MunucTepcTBa 31paBOOXPAHEHHS

Poccuiickoit Demepamun Ll centiat Manuerckuit Buxrop ApTyposuy

DeziepaibHOe TOCYNapCTBEHHOE OHOUKETHOE 00pa3’oBaTeNbHOE —YUpEIKICHHE
BBICIIETO  0OpasoBaHMsA  «BalIKMpCKuWit  TOCYIapCTBEHHBI  MeIUIMHCKHI
YHUBEPCHTET» MUHUCTEPCTBA 3ApaBooXpaHeHus Poccuiickoi eneparnmu

Anpec: 450008, Pecrry6mika Bamkoprocran, 1. Yoa, yir. Jlenuna, 1. 3

Ten.: 8 (347) 272-41-73

E-mail: rectorat@bashgmu.ru
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