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O0mas xapakTepucTuka padoThl

AKTYaJIbHOCTbh T€MbI HCCJI€IOBAHUS U CTelleHb ee Pa3padoTaHHOCTH

Xponnueckass Oonesnp mouek (XbBII) mpencraBmser co0oil  rnobanbHYIO — TpoOIEeMy
3/1paBOOXPAaHEHUs, 3aTPAruBaIOLy0 MWIIMOHBI JIFOJEH Pa3JIMUHBIX PACOBBIX M ATHUYECKHUX TPYIIIL.
CoBpeMeHHbIE JaHHbIE YKA3bIBAIOT HA YCTOMYMBYIO TEHJIEHIUIO K pocTy pacnpoctpanénnoctu XbII B
pa3Hbix perumonax mupa. CormacHo manHbiM KimnHuueckoro smuaemuosorudeckoro menrpa CHIA
(Clinical Epidemiology Center, Research and Education Service, VA St. Louis Health Care System,
Missouri), 3a nepuos ¢ 1990 mo 2016 roxasl rnodanbHas 3adoneBaemocts XbII yBenmunnace Ha 8§9%,
pacnpoctpanéHHOCT, — Ha 87%, a cmepTHOCTh — Ha 98% (Xie Y, et al., 2018). HecmoTpst Ha oluiee
CHI)KEHHE CTaHJApTU3MPOBAHHBIX O BO3pACTY MOKazaTenel morepu Tpynocnocobnoctu (DALY) B
OOJIBIIMHCTBE PETUOHOB, B HEKOTOPHIX 30HAX, TakuxX kak CeBepHast AMepuka, [{enTpanbHas JlaTunckas
Awmepuka, Oxeanwnst, FOxxuas Adpuka u Llenrpanbaas Azus, Habmogaetrcs poct 3aboneBaemocTt XbI1,
KOTOpasi B 3HAUUTEIbHON CTENEHH CBSi3aHA C POCTOM 3a00JeBaeMOCTH AHA0ETOM, U B MEHbILIEH C
rJIOMEpYIOHEe(PUTOM U XPOHUYECKOU apTepuanbHoi runeprensueit (Al).

I'momepynonedpur (I'H) cocraBnsier or 10% mo 20% Bcex ciaydyaeB TEPMHHAIBHOH MOYSUHOU
HepoctatouHoctu (TIIH) 1 3aHMMaeT TpeTbe MeCcTO cpeay e€ MpUYMH Mocie [uabeTa U apTepuanbHOn
runepreH3uu B crpanax 3anaanoit Espomnsl (Pani A, 2013). B I'epmanuu ['H BeisiBIsSIeTCS IPUMEPHO Y
20% mnaruenTtoB, gocturmmx craguu TITH (Stahl R.A.K., 2020). B SIlmonun Kk OCHOBHBIM ITPUYHHAM
XBII, nporpeccupyromiei 10 TepMUHANBHOM cTaanuu, oTHOcATCS XpoHnueckuit ['H (B wactHoCTH, IgA-
HedpomnaTtus), AuadeTndeckas HedponaTus 2 TUNA U TUIEPTOHUYECKUH He(dpocKiepo3; MpH 3TOM
apTepualibHas TUIIEPTEH3USI CUUTAETCS KIIOUYEBBIM (DaKTOPOM, CIIOCOOCTBYIOIIUM MPOTPECCUPOBAHUIO
3aboneBanus (Tomino Y, 2014).

B adpukanckom uccienoBanuu, mpoBenéHHOM B ['aHe, XpOHUUECKH riioMepyToHehpUT ObLIT caMoi
yactoit npuunHoit XBII (58,5% nmanuentos), onepexas nuadet (19,8%) u runepronuto (9,4%) (Tannor
EK, 2019). B Kor-g’VByape ocHoBHBbIMH STHONOTHYecCKUMHU (akTopamu XbBII cpemu ropojnckoro
HaceneHus ObUH: TunepToHus (59,9%), xpounueckuit ['H (25%), BUY-undexmus (9,1%) u caxapHbiii
nmuaber (4,8%) (Yao HK, 2019).

WNwmerorcss ~ MHOTOYMCIEHHBIE — AMHUAEMUOJIOTMYECKHE M KIMHMYECKHE  HCCIEeJOBaHMUS,
CBUJIETENBCTBYIOMNE O TOM, YTO Al' TeCHO CBfi3aHa C MEPBUYHBIMU M BTOpUYHBIMHU (hopmamu ['H,
yckopsis mporpeccupoBanue XbII go TIIH (Tomino Y, 2014). B ucnanckom uccienoBanuu (1921
narueHT) AIT Berpeuanack y 60,5%, 0cOOCHHO TpH COCYIUCTBIX 3a0oneBaHusx mouek (93%) u
nuabetndeckoit Hedpomatun (87%) (Ridao N, 2001). ITpu 'H — y 54%.

JlaHHBIE TIOCIEAHUX JIET MOJATBEPKAAIOT BBICOKYIO pacnpocTpanéHHocTh Al mpu ['H: Tynuc —

41%, ABctpanus — 60,5%, CILIA — ot 27% (no 64 net) mo 62% (ctapuie 65), Kurait — 63,3%.



Ha ceromusmamii neHp Haubosiee MOAPOOHO H3yUE€HA pPacHpOCTPaHEHHOCTh apTepUaTbLHOMN
runepreHsun npu IgA-rnomepynonedpurte, TOrma Kak CTaTHUCTUKA IO JAPYTUM TEPBUYHBIM U
BTOopruHbIM (popmam I'H octaéres kpaitHe orpaHu4eHHOM.

JlanHble O pacHpoCTPaHEHHOCTH KIMHUKO-Mopdonornueckux ¢opm ['H, ux mnpuumHax u
OCJIO’)KHEHUSIX IMPEICTaBJICHBI JIUIIb B OTJACIbHBIX KPYIHBIX HccienoBaHusx. Hambonee 3HaunmbIMu
SBIISIOTCS:  MEXKIYHApOAHBI MHOTOLEHTPOBOM aHANIM3 TMOJ PYKOBOJICTBOM  CIICLUAIMCTOB
Ctudopackoro yausepeureta (O'Shaughnessy MM, 2018), adhprkanckoe UCClieJOBaHHE, OXBATHBIIICS
24 nentpa B 13 ctpanax (Okpechi IG, 2016), n kuTaiickoe HalMOHATIBLHOE UCCIEAOBAHUE C aHAITM30M
6osee 11 ThIcs4 MovyewHbIX Ouoricuii 3a nBa nepuoaa (1987-1992 u 2008-2012 rr.) (Zhang X, 2014).

Cornacno kutaiickuMm naHHbM, nepBuunblid ['H coctasun 70,7% ciyuaeB, Bropuunsiii — 20,7%.
Yame Bcero Bcrpeuanuch IgA-neppomnarus (37%), memOpanosnas Hedpomnatus (11,8%) wu
me3anruomnponudeparuBubiii I'H (8,9%). Cpenu BTopudHbIX Gopm npeobianan BOTIYAHOUHBINH HEPPUT
(5,5%), Backynut, cszannsblii ¢ I'H (5,3%), a Takxke HeQpUT, aCCOLIMUPOBAHHBIN C BUPYCOM TeraTuTa
B u nuaberom.

Hecmotps Ha sBHY1O cBsizb Al ¢ paznuunbivMu popmamu ['H 1 e€ BiausiHue Ha mporpeccupoBaHue
XBbIl, nannubie o uactore Al mpu 3Tux (opmax B JIUTEpaType OCTAIOTCS EIUHUYHBIMH. ITO

CYyILIECTBEHHO OIPaHUYMBAET MOHUMaHue posd Al B pazsutuu u tepanuu ['H.

Ieans uccaenoBanus
W3yunTe 4acTOTy pa3BUTHS apTEPUAIBHOM THUIEPTEH3UH, €€ TSHKECTh M XapaKTep CepAedHO-
COCYI[I/ICTI)IX I/ISMGHCHI/Iﬁ B opraHmMe 6OJ'II)HI:JX C paBJ'II/I‘IHBIMI/I KJ'II/IHI/IKO-MOp(bOJ'IOFI/I‘ICCKI/IMI/I
dbopMaMu XPOHUYECKOTO TIOMEpYIOHeppUTa M OIEHUTH JPGEKTUBHOCTH MPOBEACHUS Y HUX

naToreHeTuueckoi (0a3ucHOM) 1 CUMITOMAaTHYECKON (THIIOTEH3UBHON) TEpaNuy.

3agayu uccie 0BaHuA:

1. OueHuTh 4acTOTy apTepHATBHON TMIEPTEH3UH 1-3 CTENEeHM TSHKECTH, YUCIO PE3UCTEHTHBIX K
TUIMOTCH3WBHON TEpanmuyl W  Pa3BUBIIMXCSA [0 U TMOcie MOP(OIOTHYECKOH IUarHOCTHKHU
riomMepysiaoHedpuTa GOpM THIEPTEH3UU B TPYIIIIAX.

2. M3yuutp B rpymnmnax OOJNBHBIX C pa3IMYHBIMH (hopMamMH TIOMEpYJIOHE(ppUTa, B TOM UHUCIE
MeOpaHO3HOW  HedpomaTtuu, MeMOpaHONpOIU(EpaTUBHBIM  TIIOMepyJoHeppUTOM,  (OKAIBHO-
CEerMEHTapHBIM TJIOMEPYJIOCKIEPO30M, UMMYHOTTIOOYIHH-A-HedponaTreil 1 00JIe3HBI0 MUHIMATBHBIX
W3MEHEHHH YacTOTY IMaTOJIOTHIECKUX N3MEHEHNH a0pThI, KIIAMTAaHHOTO aIllapaTa U IMoJIOCTeH cep/ria 1mo
JTAHHBIM BU3YaJTU3UPYIOIIUX UHCTPYMEHTAIBHBIX METOJIOB JMArHOCTHKH, B 3aBUCHUMOCTU OT HAJIMYHS
CHHJIpOMa apTepHabHON TUIIEPTEH3UH.

3. CpaBHHTH YACTOTY MOPAKEHUH COCYIOB M CTPYKTYp MOYEK MHCTPYMEHTAJIHHBIMH METOAAMHU

YIBTPa3BYKOBOH JoTIeporpaduu, CKaHUPOBAHUS IMOYEK U MO JAHHBIM MPYKU3HEHHOW MyHKIIMOHHOM



OMOTICHH TTOYEK B S TpymIax OOJbHBIX C Pa3TMYHBIMU (popMaMHu TIIOMEPYIOHEPPHUTA IPH apTePUATLHOMN
TUTNEPTEH3UU U C HOPMAILHBIM apTePUATBHBIM JIaBIICHUEM.

4. TlpoBecTd aHANW3 YacTOTHl M3MEHEHHS MMMYHOJOTHYECKHX  TOKa3aTelield KPOBH, YPOBHS
MOYEBOI KHCIOTHI U 3PGEKTUBHOCTH a30TOBBIACIUTEIHHON (PYHKIIMM MOYEK B rpynnax OOJbHBIX C
pa3aYHbIME MOPGOJIIOTUYECKUMH BapHaHTaMU IJIOMEpYNoHedpHUTa B 3aBUCHMOCTH OT HaJIM4us
apTepUaIbHON TUIIEPTEH3UH.

5. Jlatb omeHKy 3(Q¢EKTUBHOCTH MMATOTEHETUYECKOW M CHMIITOMATHUYECKOW (THUMOTEH3MBHOW)
Tepanuu PazIuYHbBIMU TPYNIAMU MEIUKAMEHTO3HBIX CPEJICTB Yy OOJBHBIX C 5 MoOp(doIornuyecKkuMu
TUTIAMU TJIOMEpYJIoHedpHUTa B Ipylnax C MOBBIIICHHBIM U HOPMAJIbHBIM YPOBHEM apTepUAIbHOIO

JaBJICHHUA.

Hay4yHnasi HOBH3HA:

BriepBple  yCTaHOBJIEHO, YTO y TPETH NANHMEHTOB C XPOHUYECKHM TJIOMEPYJIOHEPPUTOM
aprepuanbHas runeprensus (Al') npeauecTByeT KIMHUKO-T1a00paTOPHBIM IPOSIBICHUSAM 3a001€BaHUs,
0coOeHHO npH (hoKkaabHO-cerMeHTapHoM riomMepyiockiepose (PCI'C) u memOpano3Holi HedpomnaTuu
(MH), uro no3Bousisier paccmatpuBath Al kak 3HauuMblil (dakTop pucka 3tux ¢opm 'H. Bnepsbie
BBISIBJICHA BBICOKAs YacTOTAa OCIOKHEHUsS TedeHws riiomepynoHedpura Al (Gonmee 65% cirydaes),
ocobenHo mnpu IgA-nwedpomatuu u Ooyie3HM C MUHUMAIbHBIMU U3MeHeHusmu (BMMU), uyto
aCCOLMMPYETCS ¢ aKTUBALMEN PEHUH-aHIMOTEH3NHOBOW U CUMITaTUKO-aIpEHATIOBON cucTeM. Bniepsbie
yCTaHOBJIEHbI 0cOOeHHOCTH TeueHust Al pu pa3znuunbix popmax ['H: nHanbonee Tsxénoe — npu MH,
oTcyTCcTBHE TSDKENBIX opm — nipu BMU; pesucrenTHble U nceBrope3rcTeHTHhIE GpopMbl Al yaie
muarnoctupoBanuch npu MH, ®CI'C u mezanruokanumispaom I'H (MIITH), uto TpeGyeT ycuiaeHHOTO
mouutopuHra AJl. Ha ocHoBe naHHbIX OxOKI' BBISBICHBI TUIUYHBIE NPU3HAKK PEMOAEIMPOBAHUS
CTpyKTyp JieBoro cepaua y mnamnueHtoB ¢ I'H u AI, ocobenno BwipaxkeHHble npu DCI'C, c
MUHHUMAJIBHBIMA M3MEHEeHMsMU Ipu bMMU. BriepBble 0XapakTepHU30BaHbl yJIbTPa3ByKOBBIE IIPU3HAKU
noyeyHoro mnoppexaeHus npu I'H ¢ Al, B TOM 4ucie NOBBIIEHWE HSXOTN€HHOCTH, HapylLICHUE
T pepeHIMPOBKH, KUCTHI U JAedopMaius KOHTYypa, Kak OTpakeHue He(ppockiepo3a, 0COOEHHO
BbIpaskeHHOTr0 1pu IgA-nedponaruu, MIII'H 1 MH. Mopdonornueckuii aHain3 He BBIIBUI 3HAUUMBIX
pa3INunii 10 CTENEeHH CTPYKTYPHBIX MOBPEXACHUN MOYeK Mex 1y 001bHbIMU ¢ Al 11 0€3, yTO yKa3bIBaeT
Ha OOJIBLITYIO POJIb PYHKIIMOHAIBHBIX MTOCIEACTBHI, 4eM MOP(OIOrHuecKuX HapylleHUH, B TaTOreHe3e
runeprensun npu ['H. BeisiBnensl Onoxumudeckue Mapkepsl, HanOojee 3HAYMMO OTIMYAIOIINE
060bHBIX ¢ Al': TOBBINIEHHBI ypOBEHb KpEaTMHWHA UM MOYEBOW KHCJIOTHI, CHI)KEHHE CKOpPOCTH
KITy0oukoBo# punbTpanuu, ocodbenHo npu ®CI'C, uyTo yka3pIBaeT Ha pojib A30TEMHUH U THIIEPYPUKEMUN
B natoreHe3e Al'. YcraHoBiIeHO, 4TO MPU3HAKKM UMMYHHOTro BocnaneHus (nossiiienue C3, C4, IgM)
OoJiee XapaKTepHBI Ul NAllMEHTOB C HOPMOTEH3UBHBIMU opmamu ['H, 4To noguépkuBaeT BTOpUUHYIO

POJIb UMMYHHBIX peaKuHﬁ B pa3BUTHHU AT". BeIBI€HBI OCOOCHHOCTH MPUMCHCHUA MaTOreHEeTUYECKOMN U



PEHOTIPOTEKTHUBHOM Tepanmuu y manueHToB ¢ Al Oojiee 4Yactoe HCIONB30BAaHUE CTEPOHIIOB,
MMMYHO/ICTIPECCAHTOB (BKJIIOYAsl [IMKJIOCTIOPUH U PUTYKCHMAO), IPH ATOM LUTOCTATHYECKAs TePaIHs
Jarie MpUMEHsUIach P HOPMOTEH3UBHBIX (hopMax M3-3a BO3MOKHOTO yxynuienus Al'. JlokazaHo, 4To
Hamuuue Al y OGompubix ['H accoummpyercs ¢ Oosiee BBIPaKEHHBIMH CTPYKTYPHBIMH U
(GyHKIIMOHAIBHBIMUA ~ HApPYIICHUSMU TIOYEK, MEHbIIEH YacTOTONM JIOCTHIKEHUS pPEMUCCUU H

H€O6XOI[I/IMOCTI>IO B OoJiee arpecanHOﬁ TCpaliuu 1o CpaBHCHHIO C 00JILHBIMH 0€3 TUIICPTCH3UM.

TeopeTnueckas 1 NpakTH4YecKasi 3HAYMMOCTH padoOTHI:

[IpakTuyeckas 3HAYUMOCTh PabOTHI CBSi3aHA C MOJYYCHHEM HOBBIX JAHHBIX O CYIIECTBEHHOM
3HAYEHUHW apTEepUabHOM TUNEPTEeH3UH, Kak (aKTopa pHUCKA, MOMHMO U3BECTHBIX HMMYHHO-
BOCMAJIUTENbHBIX MPUYMH M 3a00J€BaHMil, B PAa3BUTHUH PaA3TUYHBIX MOP(dOIOrHUecKux ¢Gopm
XpoHHUUYecKoro ramomepynonedpura, B Tom yrciie ®CI'C u MH, oTHOCAIIMXCS K TPyMIE TOAOIUTONATHI
(roMepyssIpHbIX TMOpakeHUuN O0e3 Mopdosiornyeckux mpu3HakoB BocnaieHus). [lokazaHo, 4ro
PEMOJICIUPOBAHUE  CTPYKTYpP  CEPIEYHO-COCYAMCTOM  CHUCTEMBbl MPU  Pa3IMYHBIX  TUMAX
rIoMepynoHedpuUTa, CBSI3aHHBIX C CHHAPOMOM apTepUATbHON THMIEPTEH3UU, UMEET OONBIIYIO YacTOTY
U TOJIMMOPGHOCTh, CHOCOOHO BIHMATH HAa pPa3BUTHE TaKUX (OPM KapAWAIBHOM MATOJOTHWH, Kak
KOpOHapHasi (MIIeMudeckas) 00JIe3Hb cepaua.

O6ocHOBaHa TaKTHKa JOTMOJHUTENHFHOTO K HMMEIOIIMMCS CTaHIapTaM HaONIOJCHUS U KOHTPOIS
apTepHalIbHOTO JIaBIICHUS Y MAI[MEHTOB C TJIOMEPYJIOHE(PPUTOM M3 KATErOpui MOJIOLMUTONATHH, C
HauOosee 4acTo HAOIONAIOUIMMCS TSKEJIBIM T€YEHUEM TUIIEPTEH3UH U BBICOKUM PUCKOM pa3BUTHUSA

PE3UCTCHTHLIX K THIOTEH3UBHOM TEpalliv BApHUaHTOB 3a00JIeBaHUS.

MeTtoao10rust 1 MeTObI HCCIEI0BAHUSA

B pamkax naHHON pabOThl IPOBOAMUIIOCH OTKPBITOE, MHOTOLIEHTPOBOE, KIIMHUKO-MOP(}OIOrHYecKoe,
CpaBHUTENBHOE HcciefoBaHue. Mccnenyemas momynsuuss cocrosyia U3 OOJNBHBIX € 5
UJACHTU(PUIUPOBAHHBIMU ~ MOP(OJIOTUYECKUMH ~ TUIAMHM  TJIOMEpPYJIONAaTui, pa3/eleHHBIX Ha
OJIHOPOJHBIE TPYIIBl B 3aBUCUMOCTH OT HAJIWYMS apTepuainbHoi runepreH3un (116 O0ibHBIX) U
COCTOSTHUS HOpMOTeH3uH (83 uyenoBeka), MOJy4YaBIIMX TMaTOreHETHYecKyro (OasHuCHyl0) H
CUMIITOMaTHYeCKyto Tepanuio. Pabota nmpoBoamnacek ¢ 2017 mo 2020 rr.

B xome wuccnemnoBaHus ObUT IpPUMEHEHAa COBOKYIHOCTb KJIMHMYECKHX, JaOOpaTOPHBIX,
MHCTPYMEHTAJIbHBIX HCCIIEIOBAaHUH, B YACTHOCTH : aHTPOIIOMETPUS, U3MepeHue A/l 1 ero MOHUTOPHHT,
peHTreHorpadusi OpraHoB I'PYIHOIN KJIETKH, TPAHCTOpPOKalbHAas 3XoKapauorpadus, ylbTpa3ByKoBas
noruieporpagusi MOYEUHBIX COCYJOB, YIbTPAa3BYKOBOE CKaHHUPOBaHME IOYEK, HCCIEeI0OBaHNE
UMMYHOJIOTHUECKOTO cTaryca (HMccieloBaHHEe HMMYHOITIOOYJIMHOB U (pakuuil KOMIUIEMEHTA),

OMOXHMHUYECKOE HUCCIICAOBAHUC ImokKasaTejieli  a30THCTOIO O6M€Ha, MOYEBOH KHCJIOTHI M CKOpOCTH



KIIyOOuKOBOH (prtbTpariuu. ¥ BcexX OOJIBHBIX BBITIOJHEHA MPUKU3HEHHAS YPE3KOKHAST OMOTICHS TTOUKH
¢ MOp(oIOTHYECKUM UCCIIEOBAHUE ITUTOIOTMYECKOT0 MaTepuaa.
IToJ105keHNs1, BBIHOCHUMbIE HA 3aILUTY

1. XpoHuueckasi apTepuanbHasi TUIIEPTEH3US MIPEALIECTBYET PA3BUTHIO KIIMHUYECKUX MPOSIBICHUIN
rioMepysionedpurta y mojaoBuHbl 00mpHBIX ¢ @CI'C u MH, 4TO mo3BoJisieT cUUTaTh €€ 3HAYUMBIM
dakropom pucka 3THX ¢GopMm 3aboneBaHus. bomee deM B 65% ciydaeB TUNEPTEH3HS MPU
rJIOMepyJIoHe(PPUTE HOCUT BTOPUYHBIN XapaKTep M OCIIOKHSAET €ro TEYEeHHUE, Yalle BCero MPH TaKHX
dopmax, kak IgA-nedpomarus u BMIU. Haubonee Tskenoe TeUeHUE TUIEPTEH3UH XapaKTEPHO IJIS
6onbHBIX ¢ MH 1 Hanpotus, riomepynonedput nmpu bBMU yamie Bcero nporekaet 6e3 mopbiieHus Al
JI0 BBICOKMX 3HAYE€HUI. PE3UCTEHTHBIE U IICEBIOPE3UCTEHTHBIE K MHOIOKOMIIOHEHTHOM T'MIIOTEH3UBHOMN
Tepanuy (OPMBbI THIIEPTEH3UH BBISBIISIOTCS, B OCHOBHOM, IIPH TIIOMEPYJIONATHSAX THIIA TOJOIUTONIATHIA.

2. Ilpu3Haku peMOJeNpOBaHHUs JIEBBIX U MIPABBbIX OTAEIIOB CEepALla, I3BMEHEHHUI BBIXOAHOTO OTAEa
aopThl, MATOJOTMYECKUE HW3MEHEHUs MUTPAJIBHOrO KIalaHa C peryprurainve IMOTOKa KpOBH,
yBEIMYEHUE Pa3MepOB JIeBOro npencepaust, runeptpodust JOK cepama ¢ ysenndaennem Tommuas 3CJDK
u MOKTI, pacmpenue JOK, Hapymenne ero nuacronudeckoid GpyHkuu u Bce popmsl UBC nocroBepHO
yaiie BbIABIAIOTCA B rpynmax 6onbHbIX ['H ¢ Al, mo cpaBHenuto ¢ 6oipHbIMU ['H 6€3 runeprensuu.
MakcumanbHO 4acTo 9TH W3MEHEHHUs JMarHOCTUPYIOTCS MpH (HOKaIbHO-CErMEHTAPHOM THIIE
rJIOMEpYJIoHePPUTA U C MUHUMAIBHOM YacTOTOM MPH  TIIOMEPYJIONATHH THITA O0JIE3HH MUHUMAJIBHBIX
U3MEHEHUH, YTO MOXET OOyclaBiauBaTh pA3IUYHYI0 CTENEeHb CEepIeYHO-COCYAUCTOIO pHUCKa,
HEOO0XO/UMOCTh B KOHCYJIBTATUBHOW MOMOIIM KapJHOJOra M IMPOBEJCHUM KapIUONPOTEKTUBHOMN
TEPAINH.

3. ¥V 6onbubix I'H ¢ AI' npu Y3U-nuarnoctuke yare, yeM MpH TJIOMEPYJIONATUIX C HOPMaJIbHBIM
ypoBHEM A]l, BBISBISETCS MOBBIIIEHHAs 3XOT€HHOCTh MAapEHXHWMbI, HAPYIIEHUE BHYTPUIIOUEUHOU
T PepeHIIMPOBKH MEXKAY KOPKOBBIM U MO3TOBBIM BEIIECTBOM, HAIMYHE OYAarOBbIX U3MEHEHHUH (KUCT
U TeMaToM I[IOYKHM) M HEpPOBHOCTh KOHTypa Mouku (nedopmanus oprana). M3meHeHus Moryt
CBUJIETEJILCTBOBATh O CBSI3U CHUHApPOMA I'MNepTeH3un ¢ Tup@dy3HbIM U 04aroBbIM He(pOCKIEpO30M, C
XPOHUYECKON OOJIE3HBIO MOYEK XapaKTEepU3YyIOIIelcs HApyIIEHHUEM a30TOBBIICICHUS U CHI)KEHHEM
CKOpOCTH KIIy0oukoBO# ¢unbTpanuu. Yame Y3U-naronorus auarHoctupyecs npu takux gopmax I'H
c Al, xak IgA-HII, MIITH u MH, 4ro MoXxeT ObITh NPU3HAKOM IOBBIIICHHOTO pPHUCKA
nporpeccupoBanus XbII B TepMuHanbHbIe CTaAUKN 3200 ICBaHMUS.

4. VI3mMeHeHs MIMMYHHOT'O CTaTyca ¢ MOBBIIIEHHEM CHIBOPOTOYHOW KOHIEHTpPAllMK KOMIUIEMEHTA
C3 u C4 u ummyHornoOyianHa M, O6butn Gosee XapakTepHsl Uit 60ibHbIX ['H 0e3 runeprensuu, 4o
CBUJIETEJIBLCTBYET O 3HAYUMOCTH MJI Pa3BUTHS CUHApPOMA TUIEPTEH3MH HE C€aMOro HMMMYHHO-

BOCMAJMTENIFHOTO CHHAPOMA, a €ro (YHKIMOHAIBHBIX W MOPQPOJIOTHYECKUX TOCIEICTBUA U



1eJ1IeCO00Pa3sHOCTH  MPOBEACHUS IATONEHETUYECKOM Tepaluu KMMEHHO B paHHEM Hepuoje
riioMepyJiaoHedppura.

5. B npumeHeHuu Oa3MCHOM Tepanmuu CTEpPOMAAMHM, B TOM YMCIE IIyJIbC-T€pPAalMM, JIEUECHUU
UMMYHO/JICIpECAHTaMH, MOHOKJIOHAJbHBIMM aHTUTENaMM ualle Hyxxaanuch OosnbHele ['H ¢ AI, mo
CpPaBHEHMIO C MOP(OJOTrMYEeCKH HAECHTUYHBIMU TIpynnamMu OOJbHBIX € HOpManbHbIM A/l
[MuTocraTukamu vaie npuMmeHsuch y 6oapHbIM ['H ¢ HopmanibabM AJl, HO He nanuenToB ¢ Al', u3-3a
pUCKA yXYIUICHUS TEYEHWs THUIIEpTEeH3UM. Xapakrep IPOBOJMMOM IIATOTEHETHYECKOM U
PEHONPOTEKTUBHOM TEpanuu CYIIECTBEHHO OTJIUYAICA Y HCCIIEAOBAaHHBIX OOJIBHBIX C Pa3IU4YHBIMU
(dopMaMu XpOHHUYECKOTO IIIOMepyJoHe(dpUTa, B 3aBUCUMOCTH OT HAJIMYUS CHHAPOMA apTepUantbHOM
THMEPTEH3UH, I KOTOPBIX OBLIO XapakTepHO Hauuuue Oojee 3HAYUMBIX CTPYKTYPHBIX U
(GYyHKIMOHATIHHBIX U3MEHEHH MTOYEK, O0JIee peIkoe TOCTHKEHNE KIIMHUKO-Ta00paTOPHBIX MPU3HAKOB
pEMHUCCUH TJIOMEpYJIOHE(PpUTa U HEOOXOOUMOCTh B 00Jee 4yacTOM Ha3HAUEHHM MAaTOr€HEeTHYECKOH

TCparinu, 10 CpaBHCHHUIO C HOPMOTCH3UBHBIMHU ITATUCHTAMMU.

CooTBeTcTBHE IMCCEPTALMM NACIIOPTY HAYYHOM CIIeNMATBbHOCTH
JHuccepranronHas paboTa COOTBETCTBYET NACMOPTY HayuyHOU crienanibHocTH 3.1.18. - BHyTpennue

0ose3Hu (MEIUIIMHCKUE HAYKH).

CreneHb 10CTOBEPHOCTH M aNIPpo0anus pe3yJibTaTOB

JIOCTOBEpHOCTh JAHHBIX MOJYYEHHBIX IIPU BBIIOJHEHUM JTOW paboThl IMOATBEPKAAETCA
JIOCTAaTOYHBIM KOJIMYECTBOM MAI[MEHTOB, MPUHUMABIIUX y4yacThe B uccienoBaHuu (199 yenosek),
NPOBE/IEHUE pa3JielieHUus] OOJbHBIX Ha TPYIIbl C OJHOPOAHBIMHU KIMHUKO-MOP(OIOrHYEeCKUMHU
BapHaHTaMU 3a00JI€BaHUs, BBIJICIEHUEM KOHTPOJBHOM IpyMIbl JIUI C HOpMaibHbIM AJl 115 KaX/10ro
U3 5 BapuaHTOB TJIOMEpYyJIOHEPpUTa, TPUMEHEHUEM METO/I0B CTaTUCTHUECKON 00pabOTKU MaTepHaa.
Ilomy4eHHBIE pPE3YNBTATBI COIVIACYIOTCS C JAHHBIMM JPYIMX COBPEMEHHBIX HCCIIEIOBAHUN II0
u3yyaemMoi mpobieme 1 ObUIH MpeICTaBlIeHbl Ha 3aceaHnu Kadeapbl KIMHUYIECKOH (hapMaKoIOTUU UM.
10.b. benoycosa UKM ®I'AOY BO PHUMY um.H.U.IIuporoa Munsapasa Poccun (27.05.2021r).
AmnpobGamus  nuccepranuu  coctosmach 04.03.2025r Ha 3acenaHun  kadeApbl  KIMHUYECKOU
dapmakonorun umenu HO.b.benoycoBa nuctutyra KnnHudeckoi meauuuasl @T'AOY BO PHUMY
umenn H.U. TluporoBa MumnsnpaBa Poccum (ITuporosckuit YuuBepcuter) (mporokon Ne 5 ot
04.03.2025r.)

Buenpenue pe3yJbTaToB HCCJICJOBAHUSA

OCHOBHBIE TIOJIOKEHHUS U PE3YNbTaThl UCCIEIOBAHMS UCIIONB3YIOTCS B MPAKTUKE 00CIETOBAHUS U

BeIeHUs1 OONBHBIX C rioMmepyionatusiMu B Hedpponornyeckux otaeneHusx ['BY3 «I'Kb Ne 15

uM.O.M.OunaroBay, B TtepaneBtuueckux otaeneHusx [BY3 «'’Kb Nel3» JI3M, a Ttakxe B



nearoruyeckoit padote co cryaeraramu 3-6 kypcos PHUMY um.H.W.ITuporosa u xypcantamu ®I'bY

JIIO kadenpsr knuHIuecKoi papmakonoruu jieuedHoro paxyabrera PHUMY um.H.U.ITuporoga.

JIM4YHBIA BKJIAJ aBTOpPA:
ABTOpY HCClIeZIOBaHUS NPUHAAICKUT BeAyllas posib B €ro IpoBeAeHuu. B mporecce paboTsl Haj
JMICCEPTALMOHHON TEMOW aBTOPOM JIMYHO MPOAHAIM3UPOBaHbI Oosnee 185 coBpeMeHHBIX padoT
OTEYECTBEHHBIX U 3apyO0eKHBIX aBTOPOB MO M3ydaeMol mpobieme, chopMyTUpOBaHbI LIETIb U 3a7a4l
Hay4HOHl paboThl, pa3zpaboTaH Ju3allH HCCIIEAOBaHMS. ABTOPOM OCYIIECTBISUIOCH BEIEHUE U
o0cJieZloBaHUE MALMEHTOB C MaTOJOTHMel MOYeK B OT/ENEHUU He(YPOIOrHH B FOPOJCKOM OFOJKETHOM
yupexJeHuu 3apaBooxpaHeHus «l'opoackas knuHuueckas OonbHuLA Nel5S umenu O.M. @uiatoBa»
JenapramenTa 3apaBooxpaHeHUs T.MOCKBBI, MPOAHAIM3UPOBAHBI MCTOPUH OOJIE3HW U BBINHCHBIC
SMUKPU3BI MALMEHTOB, NPEAOCTABICHHBIE TOPOACKUM OIOJKETHBIM YUPEXKJIECHHEM 3paBOOXpPAaHEHUs
«["opoxackast knuHn4eckas OonpHUIA Ne 52) JlemapraMeHTa 3apaBooXpaHeHus I.MOCKBBI, IpUHUMAJIA
ydacTHe B MPOBEACHUHU MPIKU3HEHHOH OWOIICHM TI0YEK, CaMOCTOSITeJIbHAs TPAKTOBKA JIaHHBIX
MOP(OJIOTHYECKOTO HCCICIOBaHUs IMOYeK. Ha OCHOBaHMM TIONyYEHHBIX JIaHHBIX aBTOPOM

chopmMynupoBaHbl OCHOBHBIE MOJIOKEHHS M BBIBOJIBI IUCCEPTALMOHHON pabOTHI.

y6iankanun
[To maTepuanamM AuCCEPTALIMIOHHOTO HCCIEI0BaHUS OIMMYOIMKOBAHO S MEYaTHBIX paboT, B TOM UUCIIe

3 B peLIEH3UPYEMbIX HayYHbIX U3aHUSX, pekoMeHaoBaHHbIX BAK Muno6pnayku Poccun.

CTpykTypa H 00beM auccepTanuu
Pabora uznoxkena Ha 145 cTpaHMIlax NMEYaTHOrO TEKCTa U COCTOMT W3 BBEJEHUS, 4 IiaB: 0030p
JUTEpaTyphl, MaTepUall 1 METO/IbI CCIIEIOBaHMS, COOCTBEHHBIE Pe3yIbTaThl U 00cyxaeHue. ConepKuT
5 BBIBOJIOB, ITpakTHUYeCKHe pekoMeHaanu. CIIMCOK IUTepaTyphbl COAEPIKUT CCHUIKH Ha 8 PYCKOSI3bIYHBIX

1 93 aHTIO0A3BIYHBIX MCTOUHUKA. PaboTa miumtoctpupoBana 26 TabaumaMu 1 23 pUCyHKaMu.

OCHOBHOE COIEPXAHUE PABOTbI
MarepuaJj u MeTOABI

B wuccnenoBanue BkiatoyeHsl 199 manumeHTOoB ¢ XpoHMYeckuM riomepynoHedpputrom (I'H),
HaXOJMBIIMXCS Ha JiedeHMH B npoduibHbIX oraeneHusx Kb Ne 52 r. Mocksbl. [uarnoz I'H
HNOATBEPKIEH MOP(}OJIOTHUECKH HAa OCHOBAaHMM PE3YJIbTATOB YPECKOXKHOW ITYHKIIMOHHOW OHOICHU
noyek. Bce mammeHThl ObUIM pacmpesieieHbl IO MATH OCHOBHBIM MOPQOJIOrHYecKUM (opMam

3a0oneBaHusi: 00Jie3Hb MUHUMaNbHBIX H3MeHeHuil (BMU) — 26 yenoBek, QokanbHO-CErMEHTApHBIH



rinomepynockiiepo3 (PCI'C) — 61, memOpano3Has Hedpomatus (MH) — 56, IgA-aedponatus — 32 u
MeMmOpaHno3Ho-niposideparuBHbiii TioMepynonedput (MIII'H) — 24 nanuenra.

W3 Bcero uncina oocnenoBansbix y 116 (58,3%) nuarnoctupoBana aprepuanpHas runeprensus (Al).
Cpennuii Bozpact cocraBui 40,4 £ 9,7 net. Mysxxuun 06110 118 (59,3%), sxennn — 81 (40,7%).

Kpurepusimu  BKIIOYEHHS B MCCIEJOBAHUE  SBIUIMCh:  Hauuuue  Mopdosornyecku
BepudunupoBansoro I'H, kmnHUKO-1a60paToOpHBIE IPU3HAKKA aKTUBHOCTH 3a00JI€BaHUs, COXpaHEHHAS
BO3MOXKHOCTH OIIEHKH MOYE€YHOH (HyHKIMH, MHOOPMUPOBAHHOE coriacue. VCKIIoyanuch NaueHThl C
TSOKEIIBIMU ~ COIIYTCTBYIOLUIMMH  CEPJEUHO-COCYTUCTBIMM, HHIOKPUHHBIMH M  OHKOJOI'MYECKHMHU
3a00JIeBaHUSIMHU.

Onenka Hanmnuus 1 crenend AT mpoBomIack coriacHo pekomenaanusiM EBponeiickoro o0miectBa
kapauosioros (2021), ¢ ucrnonb3oBaHMEM KaK CTaHAAPTHOTO U3MEPEHMSI apTEpUAIbHOIO JIaBJICHUS
metoqoMm KopotkoBa, Tak u cyrouHoro monutopupoBanus AJ] (CMAJI), BwimonHeHHOTo y 52
HaIMEHTOB.

BonbHbie OBUIM pa3geleHbl Ha TPYNIBl B 3aBUCHMOCTH OT Hammumsa Al, a Takke 1o
Mopdomnoruueckomy BapuanTy I'H. BHyTpUrpynmnoBoil 1 MeXrpynmnoBOil aHaiIu3 MO3BOJNI BBISIBUTH
0COOEHHOCTH KIIMHUYECKOTO TEUSHHSI U BBIPAXKEHHOCTH CTPYKTYPHBIX U3MEHEHHH B OpraHax-MHUILEHIX
y nanueHToB ¢ I'H, ocnoxuénnbm Al
MeTto/1bI HcCIe10BaHUS BKIIIOYAIIN:

JlaGoparopHble TNOKa3aTeNN: KOHIEHTpAlMsl KpeaTMHUHA, CKOPOCTh KIyOOuKOBOH (uibTpanun
(CK® no ¢opmyne CKD-EPI), ypoBeHb MoueBOi KucioTsl, MMMyHOrno0yiaunsl (IgA, IgM, IgG),
KOMIOHEHTHI kKoMiuieMeHTa (C3, C4), mapkepbl HehPOTHUECKOTO CHHAPOMA.

WNHCTpyMEeHTaTbHBIE METOTBI:

Oxokapauorpadus (9xoKI') — mposenena 108 narmentam. M3ydanuce pazmMepsl U QyHKIHS JIEBBIX
OTJIEJIOB Cep/lla, TOJIIMHA MEXOKETyA0YKOBOM meperopoaku, 3aaHei creHku JDK, mHaexc macchbl
muokapaa JOK, Hanuuue KiianaHHbIX perypruTanui.

VYapTpa3BykoBOe UCCiIe0BaHNE MOYeK — BbINMOIHEHO 103 manmentaM. OlieHUBAIUCHh YXOT€HHOCTD,
CTPYKTYpa ¥ pa3Mephbl IOYeK, 04aroBble M3MEHEHUsI, HEPOBHOCTH KOHTYpA.

IIBetoBas nommeporpadus (LJIK) cocynoB moyek — BbIMONHEHa 51 MaIMeHTy, W3ydajuch
napamMeTpbl BHyTPUIIOUEYHOTO KPOBOTOKA, MH/IEKC PE3UCTEHTHOCTH U COCTOSTHHE apTEepUH.

Mopcdonoruueckoe  uccieoBaHue  OWMONCHMHOrO  MaTepuajga  BKIIOYAJIO  CBETOBYIO,
UMMYHOQIIOOPECHEHTHYI0O U 3JEKTPOHHYIO MHUKpockonuio. [IpoBoaunace MOIyKOIMYECTBEHHAS
OLIEHKA CTETIEHH TIIOMEPYIISIPHBIX, TYOYI0-UHTEPCTULIUAIBHBIX U COCYIUCTBIX N3MEHEHHH.

OneHka Tepamuu: Y4YUTBHIBAIUCH cXeMbl mnaroreHernyeckor tepanuu (I'KC, unwmrtocratukw,
PUTYKCHMA0), a TaKKe CTPYKTypa aHTHTHUIEPTCH3UBHOTO JICUCHHS, B 3aBHCUMOCTH OT (opmbl ['H u

BbIpakeHHOCTH Al



Crarucrudeckasi 00padoTKa BBHINOJHEHA C UCMONb30BaHWeM makeToB Excel m Statgraphics. st
OLICHKH JIOCTOBEPHOCTH pa3Inuuii NpUMEHSIUCh t-kputepuil CteronenTa, U-kputepuii ManHa—YutHu,
y>-kputepuii [lupcona u Tounslii Tect @umiepa. CtaTucTUyecKas 3HaYMMOCTh Pa3JIMYUil IPUHUMAIACh

npu yposHe p<0,05.

Pe3yJIBTaTLI HCCJICT0BaHUA.

B xoze mpoBeieHHOT0 uccieI0BaH s ObUTH N3yUeHBbl 0COOEHHOCTH KIIMHUKO-UHCTPYMEHTAIBHBIX,
71a00paTOPHBIX U MOP(OIOTHIECKUX XaPAKTEPUCTHK Y OOJIBHBIX XPOHHUECKUM IIIOMEPYIOHEYPUTOM
('H) ¢ nanmmuuem u 63 Hamu4us apTepuanbHoi runepren3uu (Al'), Ha ocHOBe JaHHBIX 119

ManuEHTOB C IMMOATBCPKACHHBIMU MOp(l)OJ'IOFI/I‘-IeCKI/IMI/I (bOpMaMI/I 3a00J1eBaHus.

Yacrora pa3sutus Al cpenu nanuentos ¢ 'H cocraBuna 59-66% (B 3aBUCUMOCTH OT
MOpP(OJIOrHUECKOro BapUaHTa), 32 UCKIIOYEHUEM IPYIIbI ¢ 0071€3HbI0 MUHUMAIIBHBIX U3MEHEHHH
(BMU), rne A" peructpupoBasiack 3HaUUTENIbHO pexe. Hanbonee BoipaskeHHble nposiBinenus Al 3
CTETICHU U PE3UCTEHTHBIE (POPMBI 3apUKCHPOBAHBI y OOIBHBIX C (POKATHHO-CETMEHTAPHBIM

rnomepynockieposzoM (PCI'C) u memOpano3Hoi HepponaTtueit (MH).

Ta6muma 1. CpaBHHUTENBbHAS XapakTepucTUKa rmanueHToB ¢ ['H, nporekarommm ¢ AI' u 6e3 A’

Dopmsl I'Hc AT I'H Ge3 AT’
I'H BMU | ®CI' | MH IgA- |MIITH |BM | ®CI' | MH | IgA- MIITH
C Hedpo nu C Hedporn
naTus aTus

Hucno 8 37 36 19 16 18 |24 20 13 8

OO0JIBHBIX

Myxmms |3 |25 |26 |13 |10 |9 |14 |9 |5 4
Kenmunpr | 5 12 10 6 6 9 10 11 8 4

Bospacr | 47,2 | 435 |559 |38,6 |39,5+ |30,2|320 |465 |314 |305%
(romn) | 141 +6,3 4.2 +2,9 |53 4.2

Amarens- 1 10,2 16,03 | 4,15 |547 |53+ (44 |73 |53 [493 |52

HOCTbH
0,7
TCUYCHHUA

I'H (romsr)
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Pucynoxk 1. ITokazatenu 4acToTsl B % BBISBICHUS TUIIEPTEH3UH, €€ POpPM 3 CTENEHU TSHKECTH U J0JIA

PE3UCTEHTHBIX K IMIIOTEH3UBHOM Te€paruy BapUaHTOB B 5 rpynmnax O0JIbHBIX C ITIOMEPYIOHEPPUTOM.

Anamu3 OxoKI' noka3zan, 4To CTpyKTypHbIE H3MEHEHHUS JIEBBIX OTIeN0B cepAua (ysennuenue JII1,
runeprpodus JDK, yronmenne Mex Kery109KoBOM neperopoaku u 3aauei crenku JIK, Hapymienne
JIMACTOIMYECKOH (PyHKIMH) JOCTOBEpHO yalle Bcrpedanuch y nanuenTos ¢ ['H u AT (p<0,01),
ocobenHo npu @CI'C u MH. Yacrora runeprpoduu JOK npu AI' nocturana 259,2% no cymme, no

cpaBHeHM1o ¢ 136,4% npu HOpMOTeH3UBHBIX BapuaHnTtax (p<0,001).

WAl
B H6e3Al

CTpyKTypbl cepaua

Pucynok 2. CymmapHasi 4acToTa U3MEHEHHS pa3MepOB CTPYKTYP M MOJIOCTEH cep/la  mposarnca
MUTpAJILHOTO KiamnaHa B 5 rpynnax 6onbHbix ['H ¢ A" u 5 rpynnax ¢ HopMoTeH3ueil 1o JaHHBIM

TPaHCTOPAKATHHOU IX0Kapauorpaduu (B MpoOIEHTaX )



mAT
H 6e3 AT

Pucynok 3. Hacrora B pouieHTax AMArHOCTUKH FHIIEPTPO(UN JIEBOT0, PACIIMPEHHSI TPABOTO
JKEITYJOYKOB Cep/la, U3MEHEHUN BHYTPHIKEIYJOYKOBOM NréMOJUHAMUKH 110 CyMMapHbIM JaHHBIM B 5
rpymnmax OOJbHBIX TJIOMEPYIOHE(PPUTOM C THIIEPTEH3UEH U S rpymmax ¢ HopMalbHeIM A/l MeTogomM

9x0-KT

YBenuueHue npaBoro Keny10uka U MpU3HaKU [1aTOJIOTUH KIIallaHOB TAK)Ke Yalle
quarsoctupoBanuch npu Al, npeumyniectseHHo y 60apHBIX ¢ MIITH, ®CI'C u MH (p<0,05).
Yacrora 1eroyHoi runepTeH3uu B 3Tux rpynnax gocruraia 17,4% npu Al npotus 7,1% nipu
HOPMOTEH3UH.

VY bpTpa3ByKoBO€ HCCIIE0BaHNE TIOYEK BBISIBUIIO O0JIee YacToe HaJIMYMe 3XOT€HHOCTH apeHXUMBI,
HapymeHus 1uddepeHIIMPOBKY U 04aroBbix u3MeHeHui B rpymnmnax ¢ Al' (p<0,001). O6bemubIe
00pa3oBaHus (KUCThI) M1 HEPOBHOCTh KOHTYpPA MOYEK TAKXKE JOCTOBEPHO MpeodIaiaiu y

TUIEPTEH3UBHBIX MAallMEHTOB, 0co0eHHO npH IgA-Hedponarun u MITTH.
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Pucynox 4. Cymmapssie 1o 5 rpymnmaM OOJIbHBIX MOKA3aTeN YacTOThI MAaTOJOTHYECKUX U3MEHEHU I
IMMOYCK B MPOLUCHTAX BBIABJICHHBIC ITPU 3XOCKAHUPOBAHUA Y TAITUCHTOB C I‘J'IOMepy.HOHeq)pI/ITOM

OCJIO’)KHEHHBIM THUIIEPTEH3UEH U ¢ HOpMalibHBIM A/l

Mopdonorrnueckre n3MEHEHHUs TOYEK MO JAHHBIM OMOIICHU TIOKA3aJIH, YTO BBIPAXKEHHOCTH
MOBPEKACHUS KITyOOUYKOB, ME3aHT s, THTEPCTHUIIVSI U KaHAIBIIEB ObLTA BhINIC y ManueHToB ¢ AL, HO
JIOCTOBEPHBIX Pa3iNyuvii O OOJBIIMHCTBY MApaMETPOB MO CpaBHEHHIO ¢ rpynmnamu 0e3 Al He
BhIsIBIIeHO. Hanbosee yactoe mopakenue kiryooukoB orMeueHo nmpu OCI'C, Me3aHTHs U KaHAJIbIIEB —

npu IgA-nedponarun.

B MuHMm.4acToTa

B Makcmm.4acToTa

dopMbl MOPAONOrMYECKNX
M3MEHEHWI noyek

Pucynok 5. MakcumainbHas 1 MUHUMaJIbHAsl 4acTOTa (B MPOLIEHTAaX ) BBISBICHUS MOP(OIOrHIECKUX
M3MEHEHUH B PA3JIMYHBIX IpyNIax OOJbHBIX INIOMEPYIOHEPPUTOM U TUIIEPTEH3UEH 110 TaHHBIM

MYHKIIMOHHON OMOIICUU TTOYEK

B MIMMyHOJIOTHYECKIX UCCIIEIOBAaHHUAX HAaUOO0JIee YacTO PeruCTPUPOBAIOCH MOBBIIIEHUE [gA mpu
IgA-uedpomnatuu (10 71,2%) u y mauuentoB ¢ AI' — B 254% nabmonenuii (p<0,001). Kontentparus
IgM uaire npeskbIaga HOPMY y HOPMOTEH3UBHBIX 00IbHBIX (p<0,05), B TO Bpems kak ypoBeHb C3-

KOMILJIEMEHTa OblT 10CTOBEpHO BhIe npu oTcyTcTBUU Al (p<0,01), ocobenno y nanuentos ¢ BMU.
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Pucynok 6. Cymmaphas B 5 rpynnax yactota (B %) aHOMaJbHO BBICOKMX KOHLIEHTpPALU
UMMYHOIJIOOYJIMHOB U (pakLUii KOMIIJIEMEHTA B CBIBOPOTKE KPOBH OOJIbHBIX INIOMEPYIOHEPPUTOM C

AI" u HopMOTEH3UEH.

IToka3zarenn GMOXUMHUHN OTpaXkau 0oJiee BbIPaKEHHbIE HApYILIEHHs! a30TOBbIIEIUTEIbHOM
¢byHKUIuU y 00NbHBIX ¢ Al': KOHIIEHTpaLUs KpeaTHHUHA U MOYEBOW KUCIIOTHI ObliIa JIOCTOBEPHO BBIILIE,
CKOpOCTh KiIy00uK0oBO# punbTparmu — Hioke (p<0,001). Makcumanbsabie pasznunuaus mo CKO mexmy

rpynnamu gocturanm 29,8 mi/mus npu @CIC (p<0,01).
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Pucynox 7. CymMMapHasi 4acToTa TMarHoOCTUKUA HEPPOTUYECKOTO CUHPOMA, TUIIEPYPUKEMUH,
azoreMuu 1 cHIKeHUs1 CK® B 5 rpymnmnax G0JIbHBIX INIOMEPYIOHEPPUTOM C TULIEpTeH3HMEH u 0e3 Hee

(B IpoOIIEHTAX)

[Ipu3Haku HeGpPOTHIECKOTO CHHAPOMA Yallle BCTpedainch y 0ombHbIX 0e3 Al (p<0,01), oco6enHo

npu BMU. B 10 ke Bpems, runepypukemus Oblia 3HaUUTEIbHO Oosee BeipaxkeHa mpu Al (p<0,001).



Pe3ynbrarhl Tepanuu mokasanau, 4To nmarueHThl ¢ AlT game Hyk1aauch B KOMOMHHPOBAHHON

TUTNIOTEH3UBHOM TepaIiuy, BKIFOYAOIIEH JBa U OoJiee Kiracca mpernaparo, ocooenno npu MH

(cpennee 4KCiIO UCTIONIb3yeMbIX KilaccoB — 2,83) u MIIT'H, B omiinuue ot nmareHToB ¢ IgA-

Hedponatueit (1,63). CHmwkenue cucronumaeckoro A/l 3a mepuo| CTallMOHAPHOTO JICUCHHsI OBLIO

HauOoee BeipaskeHo B rpymmax ¢ @CI'C, MIII'H u MH (p<0,05), Toraa kak CHH>KEHHE

JANaCTOJINYCCKOIO JAaBJICHUA ObLIO MEHEE BBIPAXKCHHBIM.

Tabnmma 2. XapakTep ruIoTEH3UBHOM M IMaTOr€HETHYECKOU Tepanuu y 00bHBIX Al' ¢ pa3snuyHbIMU

dbopmamu I'H

NoNe | TTaronorws, MH IgA- OCIC MIITH bMU

MOoKa3aTelb Hedpo-
naTus

1. Uwuco 00JIBHBIX 34 19 37 16 8

2. Cpennee konmmaecto | 2,83+0,57 | 1,63+0,44 1,98+0,49 | 2,25+0,73 | 1,75+0,66
KJIaCCOB TMIIOTEH- (1-5) (0-3) (0-5) (1-4) (1-4)
3UBHBIX MPEMapaToB

3. COOTHOIIIEHHE: CTe- 6,3+2,5 3,3+1,2 11,4437 8,8+2,9 3,1+0,8
MeHb CHUKEHUS CA ]
(%) /xkomm4ecTBO
KJIACCOB TUTIOTCH3UB-
HBIX TIPeapaToB

4, COOTHOIIIEHHUE: CTe- 45+1,8 10,3+3,2 7,9+2,3 4.3+15 3,1+0,6
TICHb CHIDKCHUS
IAJl/xonu4ecTBo
KJIACCOB THIOTEH3HB-
HBIX TIPETapaToB

5. Yucno 6onpHBIX(%) 15 u3 2u3 19 4 u3 3 u3 1 u3
MOJTyYaBIITHX 34(44,1%) | (10,5%) 37(10,8%) | 16(18,7%) | 8(12,5%)
JTUYPETUKU

6. Yucno 6onpHBIX(%) 15 u3 9u3z 19 15 u3 37 9 u3 3 u3
nony4yaBmux UATID | 34(44,1%) | (47,4%) (40,5%) 16(57,2%) | 8(37,5%)

7. Yucno 60nbHBIX(%) 24 u3 34 11 u3 25 u3 7u3 16 S5u38
noay4aBmux omoka- | (70,6%) 19(57,9%) | 37(67,6%) | (43,7%) (62,5%)




TOPBI AaHTMOTEH3UH-1

peLenTopoB
(capraHsbr)

8. Yucno 60mpHbIX(%) 11 u3 34 4u3 19 11 u3 37 4u3 16 1 u3 8
MOJTY4aBIITUX (32,3%) (21%) (29,7%) (25%) (12,5%)
anTaronuctsl Ca+2

9. Yucno 6onpHbIX(%) 16 u3 34 7u3 19 3u3 37 7u3 16 2u3 8
MoJy4aBIInX OeTa- (47,0%) (36,8%) (8,1%) (43,7%) (25%)
0J10KaTOpBI

10. | Yucno 6016HBIX(%) S5u3 34 0 2u3 37 1l uz 16 1 u3 8
HOJTy4YaBIIUX (14,7%) (5,4%) (6,25%) (12,5%)
[EHTpaJIbHBIC
aHTHAJPEHEPTHYECKHE

11. | Yucno 6016HBIX(%) 1 u3z 34 0 1 u3 37 1l usz 16 0
nosnydaBiux ansgha- | (2,9%) (2,7%) (6,25%)

Ab
basuchaa Ttepanus ['H
1. [Ipenunuzonon 13 u3 34 8u3z 19 15 u3 37 8u3z 16 6u3 8
(38,2%) (42,1%) (40,5%) (50%) (75%)
2. [Tynec-Tepanus 5u3 34 2u3 19 8 u3z 37 3u3 16 1 u3 8
(14,7%) (10,5%) (21,6%) (18,7%) (12,5%)
3. [utoctaTuku 0 1 u3 19 1 u3 37 0 1 uz 8
(5,3%) (2,7%) (12,5%)
4. Purykcumabd 7 u3 34 0 7u3 37 0 3uz 8
(20,6%) (18,9%) (37,5%)
S. [Muknocniopux Su3 34 0 4 u3 37 0 1 n38
(14,7%) (10,8%) (12,5%)
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Pucynok 8. CymMapHas 4acToTa Ha3Ha4eHHUs PA3JIUYHbIX TPYII TMIOTEH3UBHBIX IIPENApaToB B 5
rpymnmnax 00JbHBIX INIOMEPYJIOHE(PPUTOM C FMIEPTEH3UEN U 5 rpymnax ¢ HopMoTeH3uel (B

MPOIICHTAX).

[Tokazarens 3pPEKTUBHOCTH THIIOTCH3UBHOM TEepaIryy, YIUTHIBAIOIINIA CTETICHh CHIDKEHUS A/l B
3aBHCHMOCTH OT YHMCJIa HA3HAYCHHBIX NpenapaTos, 0611 HauBbicuM 1ipu @CI'C, IgA-nedponaruu u
MIII'H. Pe3ucteHTHBIE U TICEBIOPE3UCTEHTHBIC (POPMBI TUTIEPTEH3UH BBISBIILINCH TPEUMYIIECTBEHHO
y naiuentoB ¢ MH, @CI'C u MIIT'H, 4to tpeOyet 6oee TaTeapHOro aMm0yaaTOpHOro MOHUTOPUHTa

U MHAUBUAYAJIU3alUU TCpAITH.

MokasaTtenb B 6annax
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B CHuskeHune aAl/uncno M
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dopmbl MH
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PI/IcyHOK 9. [Noka3zarenb B(b(i)eKTI/IBHOCTI/I THIOTECH3UBHOU TCpanu i1 CHUIKCHUSA CUCTOJIMUCCKOTO U
auacroiandeckoro AJl B 5 rpynmnax ¢ pasiTu4HbIMA MOP(OIOrHYECKUMH (hopMamMu

riioMepyJioHedpuTa.

B otHOmIEHNHN Oa3uCHOM TCpaIruu, 6onbHBIE ¢ AT qalie mojydaii CTCpOuibl, BKIIrO4Yas MMyJibC-

TEPAIINIO, a TAKKC UMMYHOJACIIPECCAHTBI — IUKJIOCIIOPHUH U MOHOKJIOHAJIBHBIC aHTUTCIIA



(putykcumad). [amments ¢ BMU u AT warie npyrux Hy>KJIaauch B IBYX Kjaccax MpenaparosB.
HuTocTaTuky Yale UCroab30BAUCh Y 00JIBHBIX 0e3 Al', yUnThIBasi pUCK yXy/IICHUS TCUCHUS

TUIIEPTEH3HH.
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OGo3HaueHe: *- JOCTOBEPHOE pasnuuue 4acToTbl MPUMEHEHUs npenapara B rpynnax (p<0,05)

Pucynok 10. CymmapHast yacToTa Ha3HAYEeHUSI IpenapaToB 0a3MCHOM Tepanuu B 5 rpymnmax O0JbHBIX

riomepyioHedputom ¢ Al' u 5 rpymnmax ¢ HOpMOTEH3HEH (B MPOIEHTAX ).

Taxum o6pazom, Hanmuuue Al y 60apHBIX ['H accoumupoBano He TOJIBKO ¢ Oosiee BhIpaKEHHBIMU
CTPYKTYPHBIMH U3MEHEHHUSIMH CEp/Illa U TIOYeK, HO U C HEOOXOAMMOCThIO 00Jiee MHTEHCUBHOM
MaTOTEHETUYECKOU Tepanuu U 00Jiee 4YacThIM TPUMEHEHHEM KOMOMHUPOBAHHBIX CXeM. JTO TpeOyeT
KOMILJIEKCHOTO MOJIX0/1a K JISYCHHIO TAaKUX MAIMEHTOB ¢ yueToM Mopdosoruueckoro Bapuanta ['H,

crenieHd Al' 1 MHIMBUAYaNBHBIX PUCKOB NporpeccupoBanus XbII.

3AKVIIOYEHUE

[Io pesynpraramM HACTOSAIIErO HCCIEAOBAaHUSA YCTAHOBIICHO, YTO XPOHUYECKas apTepualibHas
TUIEPTEH3Us MPEAIIeCTBYET KIMHUKO-Ta00paTOPHBIM CUMITOMaM pa3BUTHS TJIOMeEpyloHehpUTa y
TpeTu 0OJIBHBIX, yale Bcero y naiueHToB ¢ ®CI'C u memOpano3Ho# HeponaTueit u pexe - npu bBMU,
MIITH u IgA-Hedponatuu, 4yTO MO3BOJSIET CUUTATh €€ 3HAYUMBIM (PAKTOPOM pHUCKa 3TUX (HopMm
3aboneBanus. bonee yem B 65% ciayyaeB npu riaioMepyaoHeppuTe rUNepTEH3HsI OCIIOKHSET pa3BUTHE U
MIPOTPECCUPOBAHMS TIIOMEPYISIPHBIX MTOPAKEHUM, Yalie Bcero y OoibHBIX ¢ IgA-Hedpomatueir u
BMMU, 4ro XapakTepHO MJIs MOPAKEHUM IOYEK COIPOBOXKAAOLIUXCS BBIPAXKCHHOW aKTUBALMEW HX
IPECCOPHBIX T'YMOPAJIBbHBIX CUCTEM - PEHUH-aHTHOTEH3MHOBOM U CUMITaTHKO-aApeHanoBoil. Hanboiee
TsDKeNoe 3 CTeNeHH TeueHue rurnepTeH3un Obulo XapakTepHo Juist 6onbHBIX ¢ MH 1 Hanpotus,Takue

rpaganun Tsokectd Al' He OblTH BBIsSIBIIEHBI Y 605bHBIX ¢ BMU. Pe3ncTeHTHBIE U ICeBIOPE3UCTEHTHBIE



K MHOIOKOMIIOHEHTHOM THIIOTEH3UBHOW Tepamuu (OpMbI THIEPTEH3UM BBIABISUIMCH B TPyIIax
6ombpabIX ¢ MH,®OCI'M 1 MIIT'H, uto TpeOyeT y HUX MPOBEAEHUS MEp IOMOJIHUTEIFHOTO KOHTPOJIS
AJl B aMOynaTOPHO-TIOIMKIMHHYECKUX YCIOBUSX.

JlaHHbIE BU3YaIU3HUPYIOLIEH HWHCTPYMEHTAIBHOW AMATHOCTUKH, B TOM YHCIIE TPAHCTOPaKalbHOU
9x0-KI" 0 cocrossHnm 1 yHKIMH JIEBBIX OTAEN0B cepana y 6oiapHbIX ['H ¢ Al mo3BoMMIIM yCTAaHOBUTD,
YTO [ATOJOTUYECKUE N3MEHEHHUSI MUTPAJIBHOTO KJlallaHa C PErypruTalnuel noToka KpoBH, YBEIMUEHUE
pasmepoB sieBoro npencepaus, runeprpodus JOK cepana ¢ yBennyennem tommunsl 3CJDK u MXKII,
pacupenue JDK, HapymieHue ero QuacToJM4ecKod (yHKIMM 3HAYMTENbHO 4Yallle BBIABISUINCH B
rpymnmax 6oisHBIX ['H ¢ AT, mo cpaBuenuto ¢ 6ompabiMu ['H 6e3 runeprensuu. [Ipu aToMm 5 u3 6 THIIOB
U3MEHEHUH CTPYKTYpP U (YHKIIMH OTJIEJIOB JIEBOTO CEPJLIA, IOCTOBEPHO Yallle, YeM MPH JAPYTHX BUAAX
I'H ¢ AT, Obutn npuarnoctupoBanbl y 0ombHBIX ¢ @CI'C, 9TO SBISETCS MPU3HAKOM BBIPAKEHHOTO
PEMOJECIINPOBAHMS Y HUX CTPYKTYp JIEBOro cepiaua. MHUHHMMaiapHas 4acTOTa pa3jIMYHbIX THIIOB TaKOU
[aTOJIOTUU JIEBOTO cep/iia Obl1a XapakTepHa i 601bpHbIX ¢ BMU.

[lo maHHBIM yJIBTPAa3BYKOBOM JMArHOCTUKH cOCTOsiHUS Touek OonpHbIX ['H ¢ Al ornnuanm
MOBBIIIIEHHAs] 3XOTCHHOCTh IMAPEHXUMBI, HAPYIICHHE BHYTPHUIIOYEYHON AU(PPEPESHIUPOBKU MEKITY
KOPKOBBIM M MO3I'OBBIM BEILECTBOM, HAJIMYME OYAroBbIX U3MEHEHHH (B MEPBYIO OYepe/lb KUCT MTOYKN)
U HEPOBHOCTb KOHTYpa MOYKH (1eopMalyst opraHa), 4to sBJseTcs IPU3HAKOM CBSI3M Y HUX CHHApOMaA
runepreH3un ¢ TudQy3HBIM U 04aroBsIM Hedpockiepo3oM. Yame npusnaku Y3U-naromoruu B
rpynnax 6onbHbIX ['H ¢ A" mpeBblianu 3HaueHus nokasaTened B Takux rpynmnax 0e3 AI' mpu IgA-
HII (no npusHaky HapyuieHHus nodyedHoil auddepeHuupoBKY U HaIW4Msl KUCT nodek), npu MIITH
(TIOBBILIIEHHAs! 3XOT€HHOCTb, KUCTHI Mo4eK) U pu MH (moBbIIIeHHast 3XOr€HHOCTh TOYKH).

YacroTa BBISIBICHHBIX U3MEHEHHUH Mopdosiornu novek B rpynmnax 6onsHbix ['H ¢ AT, B TOM uyucne
CKJIEpPO3UPOBaHMSI, TUNIEPTPOGUU U 3aIyCTEHUS KITyOOUKOB, H3MEHEHHUSI IJIOMEPYIISIPHBIX KalWIISPOB,
CKJIEpO3MPOBAHUS M MPOJIU(EPALUU ME3AHTHsI, TTOBPEXKAECHUS MHTEPCTUIIMS U TOYEUHBIX KaHAJIbIIEB HU
[0 OJHOMY W3 IPHU3HAKOB 3HAYMMO M JOCTOBEPHO HE MpEBBIIANA I0KAa3aTeld B TIpynmax
uccienoBaHHbIX 007bHBIX ['H 6€3 Al', uTo cBUIETENBbCTBYET O 3HAUMMOCTH B T€HE3€ TUIIEPTEH3UU HE
CTOJIBKO camMoro (axkrta TMOBpPEXIEHUS IOYEYHBIX  CTPYKTYp, CKOJIBKO €ro IOCJIEACTBUN s
(GYHKIMOHUPOBAHUS MOYKH. Y O0sbHBIX paznuuHbiMU popmamu ['H u AT camoe yacToe nopakeHue
KI1y00uKkoB Obl10 oTMeueHo npu @CI'C, me3aHrus, MHTEPCTULIUS U KaHANIbIEB — TpH IgA-HedponaTuu,
a HanOouee peakoe — mpu bBMU.

HawnGosnee 3Ha4MMBbIMU U3MEHEHUSIMU U OTIUYHSIMU OMOXMMHUYECKHUX MoKa3aresneit y 6oiapHbIX [H ¢
AT 1 HOpMOTeH3HeH ObUIH pa3InyMs B YPOBHSIX CHIBOPOTOUYHOM KOHIIEHTPALUU KPeaTHHUHA, MOYEBOM
KHUCJIOTBl M CKOPOCTU KIYOOUKOBOM (MIBTpalMu, YTO CBHUJAETENBCTBYET O 3HAUYEHUHM A30TEMHH,
TUIEPYPUKEMUH M HApYLIIEHUH TIOYEYHOTO a30TOBBIBEJCHUS B MeEXaHM3MaxX IOJJIepyKaHus

IIOBBINIECHHOT'O AJI Y TakKux 00AbHBIX. MaKkcHuMalIbHbIE Cp€AHUC 3HAYCHUSA KOHICHTpAalHuU



CBIBOPOTOYHOTO KpeaTHHWHA U MUHUMaTbHBIC 3HaUeHuss CK® Ob11u xapakrepHs! 1yt 001bHBIX OCI'C,
OTJIMYABINKE UX OT 00NbHBIX ¢ BMU.

[Ipy3Haky KMMMYHHOIO BOCHAQJEHHUsS IOYEK C IOBBILIEHHUEM CHIBOPOTOYHOW KOHLIEHTPALUU
komruieMeHTa C 3 u C4 u mMmmyHornoOynuHa M, Oblim Oojiee XapakTtepHbl s 0osnbHBIX ['H Ge3
TUIIEPTEH3UH, YTO CBUJIETEIBCTBYET O 3HAYUMOCTH JUISl Pa3BUTUSL CUHAPOMA TMIIEPTEH3UH HE CaMOI0
UMMYHHO-BOCIIAIUTEIILHOTO CHHAPOMA, a €r0 (PYHKIIMOHAIBHBIX U MOP(OJIOTHUECKUX MOCIEACTBUN U
11e1€CO00Pa3HOCTH  IIPOBEJACHUS TMAaTOr€HETHYECKOM TepalmuMM HMEHHO B paHHEM IIepuoje
riomepynoHedpura.

B 0azucHoll Tepanuu U cTepousiaMu, B TOM YUCIIE IMYJIbC-TePaniy 1 JIEYCHUH UMMYHOIETIPECAHTOM
UKJIOCTIOPUHOM, MOHOKJIOHAJIbHBIMH aHTHUTEIAaMU (PUTYKCHMa0 ) varie Hyxaainuch 6onbubie ['H ¢ AT,
[0 CPaBHEHHUIO C MOP(OJOTMYECKH HJCHTHUUHBIMU TpymlnaMu OosbHBIX ¢ HopMaibHbIM AJl. U3
OTIIENbHBIX (OPM TIOMEpYJIOH(pHUTA Yalle TaKOW TUI Tepanmuu yaile ObUT MOKa3aH U Ha3zHAYalcs B
rpynnax OonbHbix Al ¢ BMU (nByms kimaccamu mpemnapatoB u3 3).Tepanuio putykcumadbom, ¢
IPUMEPHO PaBHOM 4acTOTOM, npoBowun ipu Al' 1 y O0NbHBIX C HOPMOTEH3UBHBIMU BapuanTamu I'H
(3a mcxmoueHueM Tpymmbl ¢ BMU ), a muTtocraTMkamMu damie ObUTM TOKa3aHbl O0oipHBIM ['H ¢
HopMalibHbIM A /], HO He manuenTam ¢ Al' U3-3a ONTACHOCTH yXyALIEHUS TEUEHUSI TUIIEPTEH3UU.

XapakTep NpoBOAUMOI MATOr€HETUUYECKON U PEHOITPOTEKTUBHOM TEPAIUU CYILIECTBEHHO OTJIMYAJICS
y HCCIEAOBAHHBIX OOJBHBIX C pa3IM4YHbIMU (OpMaMU XPOHUYECKOIO TIJoMepyloHedpuTa, B
3aBUCHUMOCTH OT HAJIMYMS CUHApPOMA apTepuanbHOM TunepTeH3uu. s HUX ObUIO XapaKTEepHO HAJTU4Ke
0osiee 3HAUYUMBIX CTPYKTYPHBIX U (PYHKIMOHAJIBbHBIX M3MEHEHHUH MoYek, Ooyee pelKkoe JOCTHKEHUE
KJIMHUKO-JIA0OPAaTOPHBIX TMPHU3HAKOB PEMHCCUU M HEOOXOIUMOCTh B 0o0Jiee 4acTOM Ha3HAYEHUU

[IaTOr€HETUYECKOU TepaIuu, 110 CPAaBHEHUIO ¢ HOPMOTEH3UBHBIMU MTALIUEHTAMHU.
BbIBO/IbI

1. AprepuanbHas rMIEpTEH3Us AMArHOCTUpOBaiach y 59—66% ManueHToB Npu BCEX M3YYEHHBIX
Mopdororuueckux Gopmax riomepynonedpura, 3a uckimoueanemM bMU, rne yactora u Tsxects Al
ObL1M [ocTOBepHO HIKe. Hanbonee BoipaskeHHbIE (hopMbl runiepreH3uu Hadmoganuch npu MH, @CI'C
u MIII'H, rae taxke perucTpupoBajIiCh PE3UCTEHTHBIE U IICEBIOPE3UCTEHTHBIE BapuaHThl Al

2. Tlatonoruueckue H3MEHEHHUS CTPYKTYp JI€BBIX OTAEIOB cepiia (BKIOYas MUTPAIbHYIO
perypruTanuio, JuiiaTaiuio npeacepaus, runeprpoduto u pacmupenue JDK, a Takxke 1uacToIMuecKyro
TUCHYHKIIMIO) TOCTOBEPHO Yallle BBIABISUIMCH Yy 00nbHBIX ¢ Al'. MakcuManbHasi yacToTa BCEX THIIOB
u3MeHeHuH 3apukcupoBana y nanuentos ¢ ®CI'C, munumansnas — npu bBMU.

3. Mopdonoruueckne MNpU3HAKUA MOYEUHOTO TMOBPEXKACHUS (BKIIOYAs CKJIEPO3 KIyOOYKOB,
W3MEHEHHUs KalWUIIpOB, ME3aHTHs, MHTEPCTULUS M KaHajblleB) B rpynmax ¢ Al' He oTinyanuck

JOCTOBCPHO OT TAKOBBIX B HOPMOTCH3UMBHBIX TIPYIIIax. 910 YKa3blBa€T Ha 3HAYUMOCTH



(YHKIIMOHATBHBIX HAPYIICHUH W BTOPUYHBIX W3MEHEHWU B pa3BuTuu Al, a HE HCKIIOYUTEITHHO
CTPYKTYPHBIX ITOBPEXKICHUM.

4. Haubonee BbIpaXKEHHBIC PA3IUUU MEXIy IpynnamMu ¢ AI' 1 HOpMOTEH3UeH Kacanuch ypoBHEH
KpeaTHHHHA, MOYEBOM KHCIOTHI M CKOPOCTH KIyOO4YKOBOM (unbTpauuu. MmmyHOIOrndyeckue
nmokazatesii (ypOBHU HMMYHOTJIOOYJIWHOB, KOMIUIEMEHTa) ObUIM MEHee CHeHu(pUYHbI W HMETU
pa3HOHAMPABICHHBIE M3MECHEHHUS, C TCHJACHIMEH K OOJBIICH BBIPAKCHHOCTH Y HOPMOTECH3UBHBIX
HAIUEHTOB.

5. Ywucno kigaccoB MPUMEHSIEMbIX THIIOTEH3UBHBIX MpenaparoB Obu1o HaubonbiuM mnpu MH u
MIITH (mo 2,8), maumenpmmuMm — T1ipu IgA-Hedponatuu. Hambosiee BbIpaKeHHOE CHIDKCHHE
cucrommmueckoro AJl nmocturnyro npu OCI'C, MIII'H u MH, Torma kak aumactonumuyeckoe Al
CHIDKAJIOCh MEHEe 3HAYUTEIbHO. MakcuManbHas 3(pQeKTHBHOCTD Tepanuu (110 OTHOIICHUIO CHUYKEHUS
Al x umcny mpemnapatoB) 3adukcupoBana npu DPCI'C, MIIIH u IgA-nedponartuu. Craydau

pe3ucTeHTHOM U nceBaopesucteHTHol Al Betpeuanuch npu MH, @CI'C u MIITH.

Hp AKTUYCCKHE PEKOMCHAAIIUHA

1. BOJBHBIM XPOHUYECKUM TIIOMEPYIOHEPPUTOM, MPOTEKAIOUIMM C apTEPUAIBHON THIIEPTEeH3HEH
¥ T[pU3HAKaMHM aKTUBHOCTH MMMYHHO-BOCHAJIHMTEIBHOTO Ipolecca, ¢ HEQPOTHUECKHM CHHAPOMOM
YCTOMYUBBIM K ITaTOTEHETHYECKOH TEparuu, IeJecoO0pa3Ho IMPOBEACHWE HWHCTPYMEHTAIHHOTO
o0cIiIeZIoBaHUS CePACYHO-COCYTUCTON CUCTEMBI (TPAHCTOPOKAIBHOM HdXOKapauorpaduu Kak MeToJa
CKPUHHUHTA) JUI OLEHKH HAJIMYMS M BBIPRXKEHHOCTH MPU3HAKOB PEMOJICTUPOBAHMS CepAlla U aOpThl U
OINpeNieIeHUs] CTENEeHU pHCKa pa3BUTUS KapAMAIbHOM NaTOJIOTMH, B TOM YHUCIE HIIEMUYECKOH
(xopoHapHOIf) 60s€3HU cepAla 1o oUIMaIbHO PEKOMEHJOBAaHHBIM IIIKaJlaM pUCKa.

2. Haumbomee yrpokaeMbIMH II0 pa3BUTHIO TATOJOTMH CepAla © cocyloB (opmamu
rJIoMepyJoHeppUTa ABISIOTCS MOIOLUTONATHH, B TOM YHciIe MeMOpaHo3Has HedponaTus U (POKaIbHO-
CerMEHTapHBIN TTIOMEPYJIOCKIep03.boAbHBIM € TaKUMHU THIAMU TJIOMEpYJIONATHH pPEKOMEHIyeTcs
IIPOBEICHUE CYTOYHOIO MOHHMTOPMHIA apTEPHAIBHOIO IABJICHUSA, a NPU Pa3BUTUU apTEpUATIBHOMN
TUINEPTEeH3UHU — Ha3HAY€HUE aHTUTHIEPTEH3WBHON M He(PONPOTEKTUBHOM Tepanuud UHTHOMTOpaMHU-
AII® nnm 6roxaTopaMu  aHTMOTEH3MHOBBIX peuenTopoB (BAP), ¢ nocTmxeHueM 1eneBbIX ypoBHEH
A/l ue Boimie 130/80 MM pr.CT.

3. Y 0ompHBIX ¢ MOpP(OIOTHYECKH ITOATBEPKACHHBIM HArHO30M TIIOMepyJoHehpHuTa U
HOpMaJIbHbIM YPOBHEM aApTCPUAIIBHOTO JaBJICHUS, HO BBICOKOH AKTHUBHOCTH HMMYHHO-
BOCMJIMTEIBHOTO TIpollecca M HalMYMeM He(QPOTHYECKOTro CHHJIpOMa,TpedyeTcsi NpoBeIeHue

HeponporekTuBHOU Tepanuu MAIID unu BAP, naxe npu Hanuuuu runoteHsuu. [Ipu coxpaneHuu



IPOTEHHYPUH B CPOKHU OoJiee 3 MECSIIEB - PEKOMEHYeTCs Ha3HaueHHe NaTOr€HeTUUECKON Tepanuu 1o
BBIOOpY HedpoJiora CTepOUAaMH, IUTOCTATUKAMH WJIM UMMYHOJIETIPECCAaHTaAMHU.

4. B cmydasx OTCYTCTBUS Y OOJBHBIX TJIOMEPYIOHE(QPUTOM C apTepHaTbHOW THUIEPTCH3HEH, B
nporecce  MPOBEACHUM KOMOMHMPOBAHHOW TUIOTEH3UB-HOM Tepamuu, HopMmamusauuun AJl u
JOCTMDKEHUSI ~ €ro ILEJIEeBbIX 3HA4eHUi, LenecooOpa3HO J00aBlieHHME K Tepaluud THa3HIHOTIO
(TUApOXJIOPTHA3HU) WK CYIb(OHAMUAHOTO (MHIANMaMUA) TUYPETUKA, a MPH BBIABICHUU MPHU3HAKOB
TUIEPYPUKEMUU — MEPOIPUATHI [0 JUETUUYECKOMY OIPAHMUEHUIO IIpUEMa MOYEBOM KHUCIIOTHI WIH

MEJIMKAMEHTO3HOMY YCKOPEHMIO €€ BBIBEICHUS U3 OPTaHU3Ma.
IlepcnexkTHBHBI JaJIbHeliIeH pa3padoTKH TeMbl

1. TlpencraBnsercs LenecooOpa3HbIM AajbHEWIEe U3yYECHHE T'yMOPAJIbHBIX U METa0O0IMUYECKUX
IPUYHH HOBPEKJICHUS U PEMOAEIMPOBAAHUS CTPYKTYP CEPAEUHO-COCYUCTOM cucteMsl y 6oiabpHbIX I'H
¢ Al', B ToM uuciie Majaou3y4eHHBIX ()aKTOPOB DHIOTEIHAIBHOTO MOBPEXKICHHUS - IIUTOKUHOB —
IPUHUMAIOIIMX aKTUBHOE Yy4acTUE B MMMYHHO-BOCIIAJIMTENBHBIX Npolieccax .Pa3paboTka 1 BHepeHNE
B KJIMHAYECKYIO IIPAKTUKY JOCTYIHBIX METOJIOB HX JJAOOPAaTOPHOM TNAarHOCTUKH.

2. Heo0Oxoaumo npojosrkaTh U3yd4eHHE BOIIPOCOB MEPCHEKTUBHOCTH UCIOJIb30BaHUS B 0a3UCHON
Tepanuu OOJIHBIX C XPOHUUYECKUM IJIOMEPYJIOHE(PUTOM MPH TaKUX ero (popMax, Kak MOAOLUTONATUI
(HenmponepaTuBHBIC  TJIIOMEPYJIONATHH), KOTAAa OTCYTCTBYIOT MOP(OIOTHYECKHE TMPU3HAKU
BOCIIAJICHUS, HOBBIX MEIUMKAMEHTO3HBIX CPEACTB W3 Kjacca MOHOKJIOHAJIbHBIX aHTUTEN U
UMMYHO/ICTIPECCAHTOB KJIacca IIMKJIOCIIOPUHOB , B TOM YHCJE B aCleKTe BO3MOYKHOW MPOQHIAKTUKU
CEPAEYHO-COCYAUCTOTO PEMOACIUPOBAHUS.

3. JlomxeH OBITH MPOJOJKEH TOUCK MEPCIEKTUBHBIX COYETAHWH TMIOTEH3WBHBIX TPENapaToB B
JICUEHUN apTEepUAIbHON TUIMEPTEH3UU NpPU TJIOMEPYIOHE(PPUTE Pa3IUUYHBIX MOPQPOIOTHYECKUX
BapUaHTOB C IIEJIbI0 YMEHbBIICHHs BBIPAKEHHOCTH HEPPOTUYECKOIO CHHAPOMA U METabOIMYEeCKHX

HapyILIECHUN.
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