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Ha asTOpedpepar AHccepTanuy
Wunraposoii Meiipn [llumanosns
«Ilepconnpuunposannpii AITOPHTM THATHOCTHKH H JICYCHUS
ayTOBOCHAINTeIBLHBIX 3ab0/1eBanmii, ACCOUHHPOBAHHLIX ¢ BAPHAHTAMH B
renax TNFRSFIA, NLRP3 u B APYTHX I'eHAX ayTOBOCNAJCHHS ¥ AeTeii»,
MPEACTABICHHYIO HA COMCKAHNE YYECHOH CTEeNeHH KananaaTa MeIHOHHCKHX
HaYK no cnenuaabHocTy 3,1.21. Meanarpus

AYTOBOCHIANIHTENBHEE 3300/CBAHNS (AB3) — rpynna PEAKHX IeHeTH4YeCKHX
Oonesnedi, obycnosnenHpx HapylIeHHAMH PeryJslMH BpPOXKIEHHOH HMMYHHOH
CHCTEMBI, XapakTepH3YIOIMXCH  [EePHOAMYECKUMH IPHCTYMaMH  BOCTIAJIEHMS,
NIPOABIAIONIMXCA NUXOPAJKOH ¥ KIMHUYECKUMH CHMIITOMaMH, HMHTHPYIOIHMH
peBMaTnyeckue Goe3HH, B 0COBGEHHOCTH CHETEMHE BT HOBCHHJIbHBIN HAMONIATHYECKHIT
aptput (clOHA).

B Hactosmiee Bpems Bo Beem MHPE IpH [OJ03PeHHH HA AYTOBOCHAIHTENLHOE
3aboneBanue ¢ uenbIo BEPHOUKALUMK [OHArHO3a BBITOTHSETCH MOJIEKYIISPHO-
FEHETHYECKOE HCClIeIOBAHKE C NIOMCKOM BAPHAHTOB B F'eHaX, acColMMPOBAHHEIX C
ayToBOCHANICHHEM,  OJHAKO  HHTEpHpeTalys NONYHEHHBIX  Pe3y/LTATOR |
CBOCBPCMEHHOE YCTAHOBJGHHE [MArHO3a HE Beerna NPEICTABAACTCS BO3MOKHEBIM
BBHIY PCTCPOT€HHOCTH CHHIAPOMOB ¥ pasTHYHOroG tenoTnna y naumentoB
M3BECTHBIMM MOHOTEHHEBIMH W HeauddepeHUpoBanHEIMY AB3, uto npusomur
MO3AHeH IHArHOCTHKE W MHMIIHALMH MATOrCHETHYECKOH Tepanuu naHHoi rpymnmne
MauUeHTOB. AHaH3y KIIHHHKO-11abopaTopHEIx OCODEHHOCTEH, a Takke oueHke
dpdexrusHOCTH Tepamun TPOTHBOPEBMATHYECKUMHU  TIpenapaTamu Yy Hereii c¢
aYTOBOCHIANHTEIEHBIMK 3a60eBanm M, ACCOLMHPOBAHHEIX C BAPHAHTAMM B reHax
TNFRSF14, NLRP3 wu B APYTUX TeHaX ayToBOCHaJeHHs nocesieHa pabota
IIuaraposoit M.ILI. ABTOpOM mnocTasmena aKTyalnbHas ULt MeiMaTpuu uens -
paspaborats u BHempuTh B KIMHHYECKYI0O MPakTHKY HayqHo 000CHOBaHHEIH
NepPCOHUDHUMPOBAHHBIIT AITOPHTM  IHATHOCTHKH M  Jleueums 3abonesannii,

aCCOLMUPOBAHHLIX C BapuadTamy B reHax TNFRSFIA, NLRP3 u g APYTHX reHax



AYTOBOCHANCHUA, y JeTel ¢ yyeroM (DEHOTHITHYECKHX, TeHOTHUIIHYECKIX
0COGEHHOCTEH B OTBETA HA PAsIMYHBIE CXEMBI IPUMECHEHHS [eHHO-MHKEHEePHBIX
Ouonoruyeckux npenaparos.

Huccepranrom 6si1 nposenen PETPOCNEKTUBHBIH aHAINW3 NaHHBIX MAlHEHTOB
¢ JIMXOPa/IoIHBIM CHHAPOMOM M HANPABIAIONWMM [IHATHO30M IOHOMICCKHUil ApTPHUT
(KOA). ¥V naunenros dHAJTH3HPOBAUCH BO3PACT Ae0r0Ta, a TAKIKE BOIPACT HAa MOMEHT
YeTaHoBneHHA nHarHosa HOA w wa moment Bepuduralmn  AB3, renaepisie
XApAKTCPHCTHKH, HaCeICTBeHHEII aHamHes, hakT ONEPAaTHBHOI'O BMELIATE/ILCTRA Ha
OpiowHoi nomocTH, AMar€o3bL, YCTaHOBJICHHBIC 10 BepHpHKaUWH AuarHosa AB3;
KIHHHYECKHe M 1abOpaTopHble  NposBIeHMH, MOJIEKYIAPHO-reHeTHUeCKHE
HOKa3aTENH; JIeKApCTBEHHBIH aHamHes B 11e6lote 3a60/€BAHMS, HA MOMEHT
BepH(UKALNM JHAIHO32 PEeBMATHYECKOTO 3aboneBaHus, nocie Bepupukaunn AB3 u
Aanee 4epes 3,6 u 12 Mecsuen.

Knrouessim anementom paGorsl ssmsercs nposenenne Illunraposoit M.III.
CPaBHHTEIIEHOTO aHalu3a KIHHHKO-1a00paToOpHBIX Nokazatenel i JIeKapcTBEHHOTO
aHaMHesa y nauuenToB ¢ AB3 u clOA, srmouennsix B nanuoro HCClleJOBaHHE,

B mpouecce nposegennoro ucenenosanus aBTOP MOC/IEOBATENEHO U YeTKO
AHAITH3APYET MEAULIMHCKHE QaKThl, OATBEPHKIA CBOIO HayqHYHO0 FHIIOTe3Y.,

ABTOp ybemurentuo AOKasala, 4TO cTaHaaprHas OHoNorHYeckas TEpanus
IOBEHHIIBHOI'O apTpHTa ¥ nailMeHTos ¢ ARR AOCTOBEPHO MeHee sdpexTurua, yem
TapreTHas Tepanus [ocle TeHeTHYecKoi BEPUMMKALINN  [MArHO3a, o0 yem
CBHACTCNIECTBYET PAasBUTHE PEMHUCCHH Ha (oHe npumenenus nepsoro 'MBII no
MPOTOKOMY IOBEHUIBHOTO apTpuTa ¥ 83% u 28% naunentos o cucremMusiM HOA u
(@YTOBOCTIAJIMTR/ILHBIMY  (DEHOTHIIOM, COOTBETCTBEHHO; gmame mocie  3-x
NepeKioYennii (YeTripe I'MBIT) — Tonsko y 50% n HAlIpOTHB, Ha (hOHE nepsoro
Tapretnoro I'MBIT - y 77% u MAKCHMYM [OC/Ie OIHOTO TepeKTioueHus — y 99%
MNAIHEeHTOR ¢ E}’TOB{JCHHJ‘IHTEJTBHMMH Taﬁﬂ.‘IEBEHH’HMH .

Ilposenennoe  mcenenoBanme AEMOHCTPHDPYET  Heob6XoauMOoCTS
AanbHEHIIEr0 HemnpephIBHOro M3yHeHHs  OcoGeHHOCTel  ayTOBOCTATHTENEHEX

3abonesanuii y mereii, COBEPLICHCTBOBAHUE A/ITOPHTMOB AHATHOCTHKH M JleYeHus ¢



YCTOM BIHAHNA ICHETHYECKUX BAPHAHTOB Ha (YHKIIMIO Koaupyoutero Genka u ero
CBA3b C BRIPAKCHHOCTHIO KIMHHYECKUX CHMIITOMOB,

Wccnenopatenem B pabote  mpUMEHEHBHI  COBpeMeHHbIe METO/IEI
CTATHCTHYECKOH 00paboTKd W aHanu3a NaHHEBIX. Pesynwrarer pannoii paGotsi
COOTHOCATCA € €€ HEeNbI0 M 3aJa4amH, MOATBEPKAAIOTCH AOCTATOYHBIM YHCIIOM
NAlHeHTOB B rpyImax.

Aptopediepar OhOPMIEH B KIACCHYECKOM CTHJIC, BKIIOYaeT aHAINU3
AKTYAIbHOCTH HCCIICOBaHMS, ONUCAHHE HCIIOIB30BAHHbIX MaTEPHAIOB U METOIOB,
MONyHeHHBIE peayNbTaThl WM MX aHAM3, a TaKke BBIBOJIBI, NPAKTHYECKHE
PCKOMCHIAUMK M CnUCOK paboT, OnyGNHKOBAHHBIX MO Teme AuccepTamiH.
[lpencrasnennsie B pedepare BBIBOILI TNOJIHOCTBE) COOTBETCTBYIOT DPe3yIILTATAM
MPOBEACHHBIX  MCCTe/ioBaHui, yGenuTensHO NOATBEPKIAIOT  [PABHILHOCTE
OCHOBHBIX TNOJIOMKEHHMH, BBIHOCHMBIX Ha 3amuTy. Jluccepraums  sensercs
3AKOHYEHHOH  HayYHO-KBaTH(bHUKALHOHHO paboTOi,  BBIMONHeHHOH mox
PYKOBOACTBOM 4il.-kopp. PAH, n.m.1., npoeccopa Anexceesoii E.H,

B paGore pemena maxmas npodiieMa NEAMATPHH — AHATH3 KIHHHKO-
nabopatopHbix ocobeHHoCTel Y manuenTos ¢ AB3 npu cpasHeHnn ¢ cHereMHBIM
IOHOWIECKHM ~ apTPHTOM W BHeJpeHHe NEPCOHMDULHPOBAHHOTO  ANrOpUTMA
AIMArHOCTHKH W JIeYEHHS ayYTOBOCTIANMTENBHEIX  3a60/eBaAHMi] B peambHyio
KITHHHYECKYIO NPaKTHKY.

Hucno Hayuneix nyGnmkaumii u CITHCOK MEPOIPHATHH, HA KOTOPHIX GBUM
NPEACTABICHBI  (parMEHTH  JAHCCEPTANHOHHOMN paboTel,  cooTBeTCTBYIOT
NPEABABIACMBIM TPEOOBAHMAM K KaHAHIATCKUM AuccepTannsm,

CymecTBennbIX 3amMeuannii ro aBTopedepary guccepraimy Her.

Ilpencrasnennas aucceprauus  Iluxraposoit  Meiipy  Hlnmanopms
«ITepconudruuposanmmiii AITOPUTM JIMATHOCTHKY U JIEYSHUSA AYTOBOCHATHUTeILHELX
3abonesanuii, accolMUpPoOBaHHBIX ¢ BapHantamu B renax TNFRSFIA, NLRP3 u &
APYTHX FeHax ayToBOCHANlCHHS y JeTei ABIACTCH CAMOCTOATENBHOIN 3aBEPIIEHHOM
Hay4HO-KBATH(HUKALHOHHOI padoroii, ACMOHCTPHPYET  BRICOKYH)  CTEHeH

COOTBRTCTBHA CIELMANBHOCTH, YTO MONTBEPANACTCS AKTYANBHOCTHIO BhIOpanHoii



npobieMaTiky, 06BeMOM BHITIONHEHHBIX HCCIe0BaHuH, HayyHOW HOBM3HON M
MPAKTHYECKOH 3HAYUMOCTBIO TIONYYeHHBIX JaHHBIX, @ TAKKe OTBeYaeT TpeboBaHUsM
IyHKTOB 9-14 «Ilonoenuss o nopsmke MPHCYKAEHUS YYEHBIX CTeneHei»
yreepxnentoro Ilocranosnenuem Ilpasutenscrsa PO or 24.09.2013 No 8472 (B
Aeficteyromeit penakuun IMoctanosienns Ilpasurensera PO Ne 62 or 25.01.2024
r.) B yactH TpeGoBaHuil, MpeabABIACMbIM K AUCCEepPTALMAM HA COHCKaHHe yueHoil
CTEeNeHH KaHauJaTa HayK.

ABTOp JHCCEPTALMOHHOTO HCCIEA0BAHNS Ilunraposa Meiipu Illnmanosna
3ACIY)XHBaCT TIPHCYIKICHHS HCKOMOH CTENEHM KaHIMIATA MeTHIHHCKIX HAayK 110

creunansiocTn 3.1.21. Ienuatpus,

3aBenytowuit kadenpoit baxynsreTckoil nemmatpun ®I'BOY BO Capatosekuii 'MY
M. B.M. Pasymosckoro Munsnpasa Poccun, k.M.H., JomeHT (mdp HayuHoii

CHeNHaTbHOCTH ygﬁggnnow 14.01.08 - INeguarpus)
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Havanenuk kanposoro ynpasnenus OI'BOY BO «Capamﬁcxnn I'MY um. B.W.
Pasymoseckoro» M3 Poccun
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