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BBEJEHHUE

AKTyaHbHOCTL TEMBbI HCCJICI0BaAaHUA

Nmvmynornooyaun A-uedppomnatus (IgA-H) — xpoHndeckoe riiomepyiaspHoe
3a0o0JieBaHuE, CBSI3aHHOE C BOCIMAIUTEIbHBIM MOPAXKEHUEM MOYEUYHBIX KIYyOOUKOB
NyTeM OTJIOXKEHUS UMMYHHBIX KomiuiekcoB (MK), coaepkammux aHOMalabHBIN
cexkpeTopHblil IgA 1 BeI3bIBaIONIEEe HEOOpaTUMbIe GUOPOTIIIACTUYECKUE U3MEHEHUS
oprana (bookosa U. H. u coasT., 2021; [llunos E. M. u coast., 2015).

CoryiacHO PMUAEMHUOJOTUYECKUM AaHHbIM, [gA-H 3aHuMaetr auaupyromyro
MO3UIIHIO0 cpenu MOP(HOTOTHIECKUX BapUAHTOB XPOHUYECKOTO
rnomepyioneppura (XI'H) wu oTHOCHUTCS K 4YHCIy OCHOBHBIX NPUYHUH
TepMHUHaIbHOW mouedHo HemoctatrouyHoctu (TIIH), uyto oOycrnoBinuBaer
HEOOXOJAMMOCTh MPUMEHEHHS BBICOKO3aTPATHBIX METOJOB 3aMECTUTEIbHOM
noueynoit tepanuu (3I1T) (IHunor E. M. u coasr., 2015).

B poccuiickoit monynsamuum IgA-H xapakrepusyercs Oosiee TsIKEIBIM
TEYEHUEM, UTO TPOSBISETCA BbIpaxkeHHOW mnporteunypueit (I1Y), cToiikoit
aprepuainbHoil TuneptreHsued (Al'), OBICTPHIM TPOTPECCHPOBAHUEM IOYCUHOM
HEIOCTAaTOYHOCTH W AKTHBHBIMHU MPOJUQPEpPATUBHBIMU MPOIECCAMU B MOYECUHOU
TKaHU 10 JaHHBIM THUCTOJIormdeckoro wucciemoBanus (JoOponpaBor B. A. u
coasnT., 2019).

ITatorenes IgA-H ocTaeTcs HenocTaToyHO M3yuyeHHbIM. Ha ceromaHsmHum
J€Hb HE CYIIECTBYET €IMHON KOHIENIUH, OOBACHSIONIEH MEXaHU3Mbl Pa3BUTHS
riaoMepyiasipHOTo 3a0oneBaHus. [ eTEpOreHHOCTh KIMHHYECKUX TPOSBICHUM,
BapuabeIbHOCTh TEYECHHS U TUCTOJOTMYECKOW KapTHUHBI (BKJIIOYAasi OTCYTCTBHE
NpsIMON KOPPENSIIUM MEXAY MHTEHCUBHOCTHIO OTHOXKEeHUsA [gA B Me3aHruum u
CTEINEHBIO MOPAKEHUS MOYEK) MO3BOJSIIOT MPEANOTI0XKUTH, UTO B OCHOBE 00JI€3HU
JEeXKUT KOMOMHAIMS PAa3JIMUHBIX MAaTOT€HETUYECKUX (HAKTOPOB. DTU MEXAaHU3MBI,

BEPOSITHO, MPUBOJST K OOI[EMY KOHEYHOMY 3B€HY — ME3aHTHaJIbHOMY OTJIO0KEHU IO
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[gA u nocaenyromemMy noBpexaeHuto kiayooukos (Komuccapos K. C. u coasr.,
2014).

CymecTBOBaHHE NOTEHIHAIBHON NAaTOT€HETUYECKON SHTEPOPEHAIBHOU OCHU
npeamnoyiaraeT, 4ro omnocpeaywomumu pasputue [gA-H SABIAOTCS COCTOSHHA,
COMPOBOXIAIOIIUECS KIMHUYECKH OUYEBUIHBIM WM JIATEHTHBIM BOCHAJICHUEM
KUIIIEYHUKA, KOTOpbI€  3alyCKaloT  KackKaJl  MMaTOJIOTMUYECKUX  peaKIui,
BKJIIOUAKONIUX HAapYHICHHUE IEJOCTHOCTH KHUIIEYHOTO JMHUTEIUaIbHOTO Oaphepa,
TUCPETYIAIUI0 HMMMYHHOTO OTBE€Ta B CHCTEME MYKO030-aCCOIUMPOBAHHOMN
auM@pouIHO N TKaHU (MALT) u U30BITOYHOE oOpa3zoBaHue
ranakrozofeunutaoro IgA1l (Gd-1gAl) (I'ymsies C. B. u coast., 2021; Coppo
R., 2018; He J. W. et al., 2020; Evenepoel P. et al., 2017).

CoBpeMeHHBIE HCclenoBaHus dTuonaroreHe3a IgA-H cocpenorodensl Ha
u3ydyeHuu  u3MeHeHuid  MALT-cucTteMbl  KUIIEYHUKA, HWHIAYIUPOBAHHBIX
NUIEBBIMM aHTUIeHaMH, B yacTHocTH riroreHom (Coppo R., 2015; Abbad L. et
al., 2020).

[Tomumo cnydaeB Mopdosioruuecku BepuduirupoBanHo mnenuakuu (1K)
(Costa S. et al., 2018; Habura I. et al., 2019), y manuentoB ¢ IgA-H nabarogaercs
BBICOKAsi YacToTa OECCHMMITOMHOro HocutenbcTBa aHtuten (AT) IgA «
neamuaupoBanHbiM nentuaam riauaguHa (AT JIIT 1gA), AT IgA k TkaHeBoi
tpancraytamunase (AT 1T 1gA), AT IgA k sugomusuto (ADM IgA) (Laurent J.
et al., 1987; Ots M. et al., 1999; Pierucci A. et al., 2002; Nagy J. et al., 1988).

CornacHo HmaHHBIM JPYTHX HWCCIEIOBaHMUM, COONIOEHHE arTIOTEHOBOM
nuetsl (AI'/[) accoumupoBaHo co cHuXeHuem aktuBHoctu IgA-H, uto
MOJTBEPKIACTCS pe3ydbTaTaMU KIMHUYECKUX M ODKCIEPUMEHTAJIBbHBIX paboT
(Papista C. et al., 2015; Coppo R. et al., 1990; Slavin S. F., 2021; Costa S. et al.,
2018; Fornasieri A. et al., 1988).

N3yyenne NMAarHOCTUYECKOW M NPOTHOCTUYECKOW POJU H30JIUPOBAHHOTO
HocutensctBa AT Il IgA, AT 1Tl IgA, ADM IgA y mauumentoB ¢ IgA-H
NnpeacTaBisieT co00OM OJHO U3 MEPCHEKTUBHBIX HANpaBJIeHUN BHYTpPEHHEH

MeauUHUHbL. Pe3ylbTaThl NpOBEeAEHHON pabOThl MOTYT CO3/1aTh NPEANOCHUIKUA s
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pa3pabOTKMU HOBBIX AUATHOCTUYECKUX MOAXOJOB M MEPCOHATU3UPOBAHHBIX CXEM
JICYECHHUS, HACJICHHBIX HAa MOIYIALMIO aKTUBHOCTH MYKO3aJIbHOTO MMMYHUTETA
KUIIEYHUKAa U KOHTPOJIb HAaJ BBICOKOAKTUBHBIM TeueHHeM [gA-H B poccuiickon

MOMYJISAIUH.
Crenenb pa3padOTaHHOCTH TeMBbI

CoBpemenHblit B3risia HA natorenes [gA-H 6a3upyercs Ha ee acconualuu C
MH(PEKIIMOHHO-BOCTAJIUTEIbHBIMHU TPOLIECCAMU CIU3UCTBIX oOosouek. CoriacHo
ATON KOHIETIIMH, 3aMyCK TJIOMEPYJISIPHOTO TMOBPEKJCHHUS CBA3aH C aKTHUBAIMEH
MALT-cuctemsl, Bkiarouass ee kumiedHblii kommnoHneHT (I'ynsieB C. B. u coaBrT.,
2021; Gesualdo L. et al. 2021).

B cooTBeTcTBHUM ¢ 3TOW KOHUEMIMEH MiIa3MaTHYeCKUue KIETKU CIU3UCTOU
060104yku ToHkoro kumeuHuka (COTK) cayxar ucrounukom Gd-IgAl, koTopslii
BIIOCJICJICTBUM MOXHO OOHapyXuTh B coctaBe nupkynupyrmomux MK (IUK) u
me3anruanbHbeix gemo3utax (Novak J. et al., 2008; Gesualdo L. et al. 2021).

UccnenoBanue Coppo R. et al. ngemoHcTpupyetr, uto yTpara
UMMYHOJIOTUYECKONW TOJEPAaHTHOCTH Ha (QoHE HapyUIeHUs MEeJIOCTHOCTHU
KUIIEYHOTO Oaphepa U yCHJISHHON abCcopOIMy MHUIEBBIX aHTUTEHOB UHUIIUHPYET
TUIIEPUMMYHHBIM ~ OTBEeT.  Bo3HHKamwIliee  CyOKIMHHUYECKOE  BOCHAJICHHE
crumynupyet cunte3d Gd-IgAl, koTopblil, JemOHUPYICH B KIyOOUKax B COCTaBe
UK, obycimaBnuBaet ux noppexaenue (Coppo R. et al.,1989).

Ponp W3MeHEHHH KHUIIEYHOTO MYKO3aJIbHOTO MMMYHHUTETA MOJ BIHUSHUEM
SHIOTEHHBIX M OJK30TE€HHBIX (PaKkTOpOoB (BKJIIOYAs THUINEBBIE AaHTUTEHBI) B
stuonaroreHesze IgA-H B oTedecTBEHHOW JHTEpAType OCBEUIEHA HE CTOJIb
3HAYUMO.

B mHacrosmee BpemMs B 0003pHMO# JuTepaType HMeeTcs psa  pador,
CBUJIETEIbCTBYIONIMX O HETaTUBHOM BJIMSIHUU TJIOTEHA Ha KJIMHUYECKOE TEUECHUE
IgA-H (Fornasieri A. etal., 1987; Coppo R. et al.,1989; Woodrow G. et al., 1993).

Hecmotps Ha TO, 4TO 3IUMUHALMSA TaHHOTO O€lKa U3 palMoOHAa YMEHbIIAET

BBIPA)KEHHOCTh MOYEBOTO CHUHAPOMA, BIUSHUE HA CTENEHb HAPYIIEHUS (PYHKIHUU



MOYEK M OTJaJCHHBIN MPOTHO3 ocTaeTcs HeycTtaHoBiaeHHbIM (Coppo R. etal., 1990;
Habura I. et al., 2019; Koivuviita N. et al., 2009).

Ha ceromHsamuui JOeHb B POCCUUWCKOM IONYJSALNHUU OTCYTCTBYIOT
snugeMuosiornyeckue nanusie o pactnpoctpanéunoctu AT T IgA, AT 1TT IgA,
ADM IgA cpeau manuenToB ¢ IgA-H.

[IpoBenenue wuccieaoBaHUN B JaHHOW 00JacTU ABISETCA aKTyaJlbHOU
3a/layeil, HalpaBJIEHHOMN Ha ONpeJEIEHNE KIMHUKO-TUarHOCTUYECKOW 3HAYUUMOCTH
YKa3aHHBIX CEPOJIOTUUECKUX MapKepoB. B 4HacTHOCTH, KOMIUIEKCHOE H3Yy4E€HHE
NaTOr€HETUYECKOr0 BJMSAHUS NUILEBBIX aHTUreHoB npu I[gA-H npencrasiser
3HAYUTEJIbHBI HAYYHBIA MHTEPEC. Y CIEIHAs peanu3anus 3TON 3aa4y MO3BOJIUT
3aJI0KUTh QYHAAMEHT A5 pa3paboTKu NepCOHUUIHMPOBAHHBIX METOOB JICUYCHUS

U YIYUYHICHHUIO JOJTOCPOYHBIX KIMHUYCCKUX UCXOJOB.

Lens wuccieqoBaHUS: ONPEAECIUTh KIMHUYECKYI0 MU JAUATHOCTUUYECKYIO
sHaunMocTh AT HAIIT IgA, AT 1TT IgA, ADM IgA y nanuedtoB ¢ IgA-H ans
COBEPUICHCTBOBAHUS NEPCOHU(PUIMPOBAHHBIX  KIMHUYECKUX MOAXOJOB K

nuarHoctuke u gseyenuro [gA-H.
3amauu HcciIeI0BaHUSA

I. VYcTaHOBUTh 4YAaCTOTYy BCTPEYAEMOCTH U JOMHUHHUPYIOIIUNA THI
BeisiBIsieMbiX crnenupuueckux AT (AT HIIT IgA, AT 1Tl IgA, ADM IgA) B
CBIBOPOTKE KpOBHU y mauueHToB ¢ [gA-H;

2. UccnenoBath akTUBHOCTh IgA-H y mauueHToOB ¢ JOMUHUPYIOUIUM TUIIOM
BeisiBsieMbiXx crnenupuueckux AT (AT LI IgA, AT 1Tl IgA, ADM IgA) B
CBIBOPOTKE KpPOBM C MNPUMEHEHUEM CTAaHIApPTHBIX KIMHUKO-Ta00pATOPHBIX U
MHCTPYMEHTAJBHBIX METOJIOB TUATHOCTHUKHU;

3. OueHuts puck nporpeccupoBanus [gA-H y maniueHTOB ¢ TOMUHUPYIOLIUM
tunom BoeisiBageMbIx crieuuduueckux AT (AT HIIT IgA, AT tTT IgA, ADM IgA)
B CBIBOPOTKE KPOBU C MOMOUIbI0O MEXJIYHApOJAHOW BalUAUPOBAHHOUN IIKAJIBI

International IgA-H Prediction Tool at biopsy — Adults;
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4. I3y4uTh TUCTOJOTUYECKUE OCOOEHHOCTH MOYEUHOU TKaHU y MAllUEHTOB C
IgA-H u ¢ nomunupyromum Tunom BeisiBisieMbix cunenupuueckux AT (AT HIT
IgA, AT TTT IgA, ADM IgA) B CbIBOPOTKE KPOBH;

5. PazpabGorath cmoco0 omnpeaeneHUss BEPOATHOCTU  BBISBICHUS
nomuHupytomero tuna cneuupuyeckux AT (AT AII IgA, AT 1Tl IgA, ADM

[gA) B chiBOpOTKE KpoBHU y nauueHToB ¢ [gA-H.
HayuyHast HOBH3Ha

BrnepBrie B poccuiickoi momynsiiiuu u3ydeHa yactora BeisiBaeHus AT I
IgA, AT TTT IgA, ADM IgA B chiBOpoTKe KpoBH y namnueHToB ¢ |gA-H.

Bnepsrie ycTanosieno, yto oonapyxkenue AT JIIIT" IgA B chIBOpOTKE KPOBHU
COMNpSI)KEHO C BBICOKOM KIMHUKO-1abopaTopHOil akTuBHOCThIO IgA-H n
NOBBIIMIEHHBIM pPUCKOM mnporpeccupoBanuss ao TIIH B Teuenue 5 ner mocie
BBITIOJIHEHHOUN HeppoOuomncuu.

BnepBrie BhIsiBI€HA TEHIEHLMS K peoOiiafaHu0 HeoOpaTUMBIX GUOPO3HO-
CKJIEPOTHYECKUX H3MEHEHMH B o0pa3lnax MOYEYHOW TKaHHU, MOJIYYEHHBIX IpPH
Hedpobuoncuu, y nanueHToB ¢ IgA-H u Hanuuuem B ceiBopoTke kpoBu AT IATIT
IgA.

Ha  ocHoBanum  Haubosee  3HAYUMBIX  NPEAUKTOPOB  (YpOBEHbD
CHCTOJHMYECKOT0 apTePHUAIIBHOTO JIaBJIEHUSA, KOHIIEHTpALUs CbIBOPOTOYHOTO IgA 1
NpOTEeMHYPUH) BIEpBblE pa3paboTaH M BHEJAPEH B KIMHUYECKYIO MPaKTUKY
MHCTPYMEHT JAJA OIllpeaeneHus BeposTHocTu oOHapyxenuss AT JIII' IgA B

CBIBOPOTKE KpoBH y nmanueHToB ¢ IgA-H.
Teopernyeckasi M NpaKTHYeCKasi 3BHAYUMOCTH PadOTHI

[lonyuenHsle B  pe3yabTaTe€  MCCIEIOBAHUS  JAaHHBIE  PACHIUPAIOT
NPEICTABIICHUS O BIUSHUU NUIIEBbIX AHTUTCHOB Ha TeueHue [gA -H, moguepkuBas
3HAYUMOCTh IHTEPOPEHATBHOW OCH B PA3BUTHUU TJIIOMEPYISIPHOrO MOBPEKICHUS,

4TO OTKPBIBAC€CT HOBBIC IICPCIICKTHUBEI B U3YUCHHUHU IIATOICHEC3a 3a00€BaHUA.



[Ipumenenue AT JIIIT IgA B kauecTBE MOTEHIUAJIBHOTO MPOTHOCTUYECKOT O
Mapkepa CIIOCOOHO YAYYIIUTh PaHHIOIO CTpaTU(PUKALHIO pucka
nporpeccupoBanus IgA-H.

Pa3zpaborannas NpOrHOoCTHUYECKas MOJIeNb, OTJINYAIOIIASACS
BBICOKOW UyBCTBUTEJIBHOCTBIO U CHEIU(DPUUYHOCTHIO, OTKPHIBAET MEPCIEKTUBBI JJIs
NEePCOHATU3UPOBAHHOTO BEJCHUS NAaIMEHTOB W ONTUMU3AIUM Tepanuu. B
pe3yJibTaTe BHEAPEHUS B KIMHUYECKYIO MPAKTUKY 3TOT0 MHCTPYMEHTA MOKHO

OXUAAaTh YIYYIICHUA JOJTOCPOYHBIX IMOYCYHBIX UCXOJ0B Y MAIITUCHTOB C |gA-H
MCTO}IOJ’IOFI/IH N METOABI JTUCCEPTAIMOHHOI'0 HCCJICIOBAHUA

B pamMkax Hacrtosimei paboThl MPOBEASHO OJHOIEHTPOBOE MPOCIEKTUBHOE
CPaBHHUTEJIBHOE KOTOPTHOE KOHTpoJupyemoe wuccienoBanue. Hccraenyemas
KOTOpTa COCTOsJia M3 MallMeHTOB ¢ Mopdosorndyecku moareepxkjaeHHoi IgA-H
(n=105), pa3aeneHHBIX HA Tpynmbl B 3aBucuMocTh oT Hanmuuus AT JIIT IgA, AT
I IgA, ADM IgA B ceiBopoTke KpoBHU. PaGoTa mpoBoauiach B IMEPHOJT C
centsa0ps 2020 mo mait 2025 rr.

B xone nccnenoBaHusi MpUMEHSIICS KOMIUIEKC KIMHUUYECKUX, Ta00OPaTOPHBIX
U MHCTPYMEHTAJbHBIX MeTOMOB. [Ipu cOope u aHanu3e NaHHBIX UCIOJH30BAJIUCH
Ka4eCTBEHHBIC M KOJUYECTBEHHBIE METOIbI, BKIIOYasi CTATUCTUYECKYI0 00pabOTKy
pe3ynbTaToOB C MNPUMEHEHHUEM KPUTEPUEB JOCTOBEPHOCTH [UISI HE3aBUCUMBIX
BBIOOPOK.

OCHOBHBIMM ~ METOJOJIOTUYECKMMHU  MOAXOJAAMHU  JUCCEPTALMOHHOTO
HCCIIEJOBAaHUSI  CTaJld  COBPEMEHHBIE  €CTECTBEHHOHAYYHbl€  HPHUHIUIBL:
npoOJIeMHBIN, WHTETPATUBHBIA U cUCTeMHBIA. Hayunas 06a3za wucciaemoBaHus
copmMupoBaHa Ha OCHOBE TMOJOXKEHUH M MOCTHIKEHHH BEAYIUX CIEIHAINCTOB

HE(PPOJIOTHIECKOTO U TACTPOIHTEPOIOTUIECKOTO MPOQHIIS.
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OcHOBHbIE MOJIOKEHHUSl, BLIHOCUMBIC HAa 3aIIUTY

I. Cpenn nanuenToB ¢ [gA-H gactora BeisiBnenus AT JIIII" IgA B ceiBOpOTKE
KpOBH, BKJto4as ciyyail n1BoitHoi cepono3utuBHocTu ¢ AT TTT IgA, cocraBisieT
19%.

2. CeponozutuBHocTh K AT JIIII' IgA B CBIBOPOTKE KPOBH aCCOIIMMPOBAHA C
BBICOKOHN KJIMHUKO-NabopaTopHoil akTuBHOCThIO IJA-H, uto monarsepxkaaercs
3HAYMMBIM TOBBIIIEHUEM YPOBHS apTEPUAJIbHOTO [aBJIEHUS, BBIPAKEHHOCTHIO
NPOTEUHYPUU U SPUTPOLUUTYPHHU.

3. Hanuume AT JIII" IgA B CHIBOPOTKE KPOBHU COMPSXKEHO C MOBBIIIEHHBIM
puckom nporpeccupoBanusi IgA-H (cumxenue pCK® >50% unu pazsutue TIIH B
TEUEeHHE MATH JIET MOCJe BRINOJIHEHHON HePppoOHOoICHn).

4. Hamuuune AT [JIII' IgA B CBHIBOPOTKE KpPOBH AacCCOLMUPYETCSI C
YBEJIMYEHUEM  BBIPAXXEHHOCTH  HeoOpaTUMbBIX  (PUOPO3HO-CKIEPOTHUECKUX
U3MEHEHUH 10 JaHHBIM MOP(OIOTHYECKOT0 UCCIeOBAHUS TOYEUHON TKaHMU.

5. Pa3paboraHHas HNpOrHOoCTHYECKas MOJAEIb ONpPENENCHUS BEPOSTHOCTH
oonapyxenus AT IAIII' IgA y manuenToB ¢ [gA-H cmoco6¢cTByeT onTUMHU3AIUU
JANarHOCTUKH, 00€CIeYnBAET PAaHHIOK CTPAaTU(PUKAIIUIO PUCKA U IEPCOHATU3ALUIO
TEPaEeBTUYECKUX CTPATETrud, IO3BOJAS YIYy4YIIUTh JOJTOCPOYHBIE ITIOYECUYHBIE

MCXOJIBI.
JlOCTOBEPHOCTH M 000CHOBAHHOCTH Pe3yJbTATOB HCCJEI0BAHUSA

Hacrosimiee nccnenoBanue oOyiagaeT BBICOKOM CTENMEHBIO JOCTOBEPHOCTH,
YTO MOATBEPXKAACTCS  CIEAYIOIMHMMH  METOJOJOTHYECKH OOOCHOBAHHBIMH
kputepusiMu. OCHOBY pabOThl COCTaBHJI CUCTEMHBIM aHalau3 MNpoOJIEeMBbl,
BKJIIOYAIOIINNA KPUTUUYECKHH 0030p COBPEMEHHBIX HAYYHBIX KOHLENIUNA U aHAIHU3
3HAYUTEJIHLHOTO 00BEMA HAyYHOW IHUTEpaTyphl. MeTomojlormvyeckas TOYHOCTH
ucciieqoBaHusi 00E€CNneYnBaeTCd CTPOTUM COOTBETCTBHEM Ju3aiiHa paboThI
MOCTABJIECHHBIM IEJsIM, a TAaKXe€ aJIeKBaTHBIM MOJA00OPOM METOJ0B, MOJHOCTHIO

COOTBETCTBYIOIIUX  CHOPMYJIUPOBAHHBIM  3aJayaM. BaXHbIM  acleKkToM,
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MOBBIIIAO UM BaJIMJHOCTh MOJYYEHHBIX pe3yabTaTOB, ABIAETCS
penpe3eHTaTUBHBIA  00BbeM  KIMHUYECKOTO  MaTepuaia, MOJIBEPTHYTOTrO
BCECTOPOHHEMY aHAJIM3Y C IPUMEHEHUEM COBPEMEHHBIX METOJI0OB CTATUCTUYECKOM
00pabOTKH NaHHBIX. Pe3ylnbTaThl HCCIEOBAHUS COTJIACYIOTCS C aKTyallbHBIMHU
HAYYHBIMH JaHHBIMH, ONYOJMKOBAHHBIMH B PEUEH3UPYEMbIX MCTOYHUKAX.
CoBOKYNMHOCTh yKa3aHHbIX (aKTOpPOB — METOJOJOTHYECKOH O0OOCHOBAHHOCTH,
pPENPE3EHTAaTUBHOCTU BBIOOPKH, KOPPEKTHOCTH CTATHUCTUUYECKOTO aHajliu3a W
COTJIACOBAHHOCTU C COBPEMEHHBIMM HAayYHbIMU JIaHHBIMU - oOOecmeYuBaeT

JIOCTOBEPHOCTh PE3YyJbTAaTOB U UX HAYUYHYIO [IEHHOCT.
Anpobanusi pe3yJbTaTOB HCCJIEI0BAHUA

Anpobanus pe3yibTaTOB AUCCEPTALMOHHOTO HCCIEIOBaHUS TPOBEICHA
aBTOPOM JIMYHO Yepe3 TMPEJCTaBICHUE TE3MCOB U YCTHBIX [OKJIAJOB Ha
POCCHHCKUX U MEXJAYHAPOJHBIX HAYUYHO-TIpaKTHYEeCKUX KOHpepeHmusx: XXVIII
Poccuiickuii HamumoHalbHBIA KOHTpecc «UYemoBek um nekapctBo» MockBa, 5-8
anpens 2021r.; « AKTyaJibHbI€ BOIPOCHI BOGHHO-MEIUIIMHCKOW HayKu» MockBa, 29
okTsa0ps 2021r.; XVI OO6mepoccuiickas Hay4dHO-NpPaKTHUUECKass KOH(EpeHIUs
PJ1O, MockBa 19-20 nos6ps 2021r.; Xl KondepeHuuss Momoapix yd€HBIX C
MEXIYHAapOAHBIM yuacTueM «TpaHCHAMOHHAs MEIUUHMHA: BO3MOXHOE W
peainbHoe» MockBa, 1 wuwoHa 2022r.; 59-i MeXAyHaApOIHBIM KOHIpECC
EBpomneiickoro obmectBa HedposoroB u EBpomeiickoil accomuanuu auanuia u
tpancrnantanuu (59" ERA-EDTA Congress), IMapusx 19-22 mas 2022r.

OcHOBHBIC TOJIOKEHUS U PE3yIbTAaThl PaOOTHI MPECTABICHB U 00CYXKICHBI
Ha MexkadenpansHoM coBemanuu U Ha yueHoM coBeTe AHO JITIO «MockoBckuit
MEAUKO-COUHaNbHbI MHCTUTYT uMeHn . II. ['aaza» u pexkOMeHIOBaHBI K

NyOIUYHOMN 3amuTe Mo crenuanbHocT 3.1.18 BHyTpeHnHue 601e3HM.
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CoorBeTcTBHE JHCCEPTALMH NMACHOPTY HAYYHOM CIEHHAJTBHOCTH

ConmepxxaHue W pe3yabTaThl  JUCCEPTALlMOHHOIO  HUCCIEIOBAHUS
COOTBETCTBYIOT TIOJIOKEHHSIM TNacmopra Hay4yHoM cnenuainbHocTH 3.1.18

BuyTpenHnue 60sie3HH, B YaCTHOCTU NyHKTaM 2, 3, 4 u 5.
JIMYHBIN BKJIAJ aBTOPA B UCCJIEe0BAHUU

ABTOp JIMYHO OMNpPEICIUI TEeMY HCCIEeI0BaHMA, OCYIIECTBUI IMOJ00P
NalMeHTOB W WX JWHAMUYeCKoe HalOmrojeHue. Benymas poyib aBTOpa TakKke
3aKJI0YaeTcss B MPOBEJCHUU  CTAaTUCTUUYECKOM 00paboTku, 00001eHnn
NOJYYCHHBIX JaHHBIX WM JIOHECCHHHU pPE3yJIbTaTOB pabOTHI 10 MEIUIIMHCKOTO
cooOmecTBa 4Yepe3 NyOJMKAIMM B HAy4YHBIX H3JaHUSAX W BBICTYIUICHHS Ha

KOH(pEpeHUHAX.
3akiI04YeHHe ITHYECKOH KOMHUCCHH

[IpoBenenune auccepTallMOHHOTO HCCIEIO0BaHHUS OJ0OPEHO HE3aBUCUMBIMU
studueckumu komutetamu npu AHO JIIIO «MoOCKOBCKMHA MEIMKO-COIMAJIbHBII
uHCTUTYT uMeHu O. II. TNaazay u PI'BY «l'1maBHBII BOEHHBIM KJIMHUYECKHUU
rocuuTagb uMeHW axkagemwka H. H. bypaenko» MunucrepcrBa 000pOHBI

Poccuiickoit ®enepanum.
BHeapenue pe3yjibTaTOB MCCJAEIOBAHUSA B IPAKTHKY

Pe3ynbpTaThl, MOJy4eHHBIE B X0J1€ TUCCEPTALMOHHOTO UCCJICIOBAHU S, HAIIIIH
MpaKTHYECKOe TPUMEHEHHE B  JIe4eOHO-IMAarHOCTUYECKOW  JAeATCIBHOCTH
«['maBHBIN BOCHHBIN KJIMHUYECKHUN rocnuTalib uMeHHu akagemuka H. H. bypnenako»
Muno6oponst Poccun. Kpome Toro, marepuaibl padOThl BHEAPEHHI B
o6pazoBatenpHbie mporpammbl AHO JIIIO «MoOCKOBCKMNA MEIMKO-COIIHATIbHBIN

nHCTUTYT uMeHu O. I1. ['aazay.
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Iy0aukauum mo remMe JUCCEePTANM

[To pesynbTaTamM JOUCCEPTAIIMOHHOTO HCCIENOBaHUs omnyOiukoBaHo 14
Me4yaTHbIX paboT. 8§ M3 HUX pa3MEIleHBbl B XypHanax, peleH3upyeMbix Bricmieit
aTTecTallMOHHOU KoMuccuell npu Muno6pHayku Poccumn 1 peKOMEHT0BaHHBIX JJIsS
nyOJMKAalMd OCHOBHBIX MOJOXXKEHUM KaHAUAATCKUX Juccepranuid. Takxke
3aperucTpupoBaHOo 1  CBUAETEIBCTBO O TOCYJAAapCTBEHHOW pEruCTpalUU

nporpamMmsl 1 9BM, pa3zpaboTaHHON B paMKax UCCIIE€OBaHUS.
CrpykTypa n 00béM AuccepTalNU

Juccepranus mnpejactaBieHa B BHUAE pykomucu od6vemoMm 115 crpanwui,
CTPYKTYPUPOBAHHOM 1O CTaHJAAPTHBIM pa3jiejaM: BBeJIeHHE, 0030p JHUTEPaTypHI,
MaTepuanabl U METOJbl, PE3YJbTaThl U UX OOCYXJCHHE, 3aKIHUYCHUE, BBHIBOJBI U
npakThu4yeckue pekoMenaanuu. CIUCOK UTUPYEMOM JUTEPATYPBl COCTOUT U3 166
ucTouHUKOB (18 oTeuecTBeHHBIX U 148 3apyOexHbIX). HarnsgHoe npeacraBieHue
JaHHBIX oOecrneynBaroT 15 pucyHkoB, 16 Tabaun u 2 popmMynbl, a mpakTUYecKas

YaCThb MOAKPCIINICHA KIMHUYCCKUM Ha6J'IIO,II€HI/IGM.
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I''TABA 1. OB30P JIMUTEPATYPbI

1.1 AkTyajabHble npeacraBiaenus 06 |gA-nepponarun

Nmmynorno6ynun A-uepponatusa (IgA-H) — xponuueckas riumomepyiaspHas
00/€3Hb, CBSI3aHHAs C BOCHAJIUTEIbHBIM MOPAXXEHUEM IOYEYHBIX KIYyOOUYKOB,
onocpenoBanHbiM Aeno3unueir UK, conmepxkamux abeppaHTHBIM CEKpETOPHBIN
uMmmyHorinooynun A (IgA) u npuBoasmas K Ppa3BUTUIO HEOOPATUMBIX
GubpomacTuuecKux u3MeHeHui oprana [2, 17, 18].

Bnepssie [gA-H 6b1ma onucana Bpauom-mopdonorom Berger J. B 1968 rony
Ha OCHOBaHHHU 55 ciiydaeB HeppOomaTUU C UAUOMATHUYECKHUM OTJOXKEeHUeM [gA B
me3zanruu [27]. Jus gaHHOrO THIA TJIOMEPYISPHOTO TOPAKEHUS aBTOP
NpPEAJI0KUI UCIOJIb30BaTh TEPMUHBI «MEKKANUIIISIpHbIE neno3uThl IgA-IgG» nnmn
«HedpomaTus ¢ Me3aHrHanbHbBIMH Jemo3utamu [1gA-1gG [26, 27]. ITo3xe 3Tu
JaHHBIE TOJYYUIIU MOAJAEPKKY B HEPPOIOTrHUeCKOM coobiiecTBe, a paboTel Levy
M. et al. u de Werra P. et al. moarBepauan caMOCTOATEIBHOCTh OIMHCAHHOTO
MOp(}OITOTHUECKOr0 BapHaHTa, KOTOPHIM B HacTosIee BpeMs 0003HauaeTcs Kak
Me3aHruainpHbeii |gA-raomepynonedput win IgA-uepponatus [91, 156].

Tepmun «0Oone3np bepxe» TpaAUIMOHHO HCIOJB30BAJICS I OMUCAHUS
KJIaCCUYECKOW KIMHUYecKol KapTuHbl I[gA-H, koTopas xapakTepuzoBaliach
remMatypueil (BkJwouass MakporemMatypuro), ymepeHHoil IIY u oTHocHTeabHO
OJlaronpusTHBIM IpOTHO30M [6, 27].

B GonpmmmuCcTBe cimyuaeB nebrot IgA-H nnm e€ mporpeccupoBanHue ObLIH
CBsi3aHbl ¢ WH(MEKIHMOHHBIMH TPOIECCAMHU BEPXHUX ABIXaTEIbHBIX MyTeH. JTa
3aKOHOMEPHOCTh IpHBEJA K MOSABICHHUIO MIHPOKO HCIOJIb3yEMOTO CHHOHHMMA
6one3nu bepxe — «cuHbapuHTUTHAS TeMaTypusi». JlaHHBIN TepMUH TOTUEPKUBAET
XapaKTEPHYIO CBSI3b MEXKAY MHPEKIHEH NbIXaTEeNbHBIX MyTeH U BO3HUKHOBEHUEM

reMaTypuu — OJIHY M3 OTJIMYUTEIbHBIX OCOOEHHOCTEM KIMHUYECKON KapTUHBI IgA -

H [17].
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Knunuueckue mnpossienus IgA-H xapaktepusyroTcss 3Ha4YUTEIbHOU
reTepOreHHOCThIO0, YTO 3aTPYAHSIET HMHTEPHPETAIUI0, BIEPBBIE BBIABICHHOIO
rioMepyaspHoro 3aboieBanus [2, 17].

[lo pgaHHBIM MHUPOBOM IHUTEpaTypbl, KIMHHUYecKkue mnpossienus |gA-H
BapbUPYIOT OT 0€CCUMNTOMHONW MUKPOTEMATYpHUHU 10 OBICTPONPOTPECCUPYIOLIETO
rnomepynoneppura (I'H). Kak mnpaBuno, ne6r0T O0JIE3HHM TPOSBIIETCS
U3MEHEHUSIMH B aHaJIUW3€ MOYU: MUKporemarypueil u IIY, a takxe XpOHHUYECKUM
HeQPUTHUYCCKUM CHHAPOMOM H/HJIX 3MHU30JI0M Makporematrypuu [2, 17, 18].

Emé onuum xapaktepHbIM JabopaTtopHbiM mpuszHakoMm I[gA-H sBusercs
NOBBIIIEHHBIH YPOBEHb CBHIBOPOTOYHOro IgA (MpeuMyliecTBEHHO MOJIUMEPHOTO
IgAl), xotopsiii HaOmomaercs y 35-60% mnamumenToB. OmHAKO CTENEHb €ro
MOBBIIICHUSI HE KOPPEIUPYET C TAKECThIO 3a00JICBaHUS U ero nmporuoszom [17].

Knaccudpukanus Hayunoro ob6mectsa nHedponoroB Poccum (HOHP)
ompenenseT TpPH BapuaHTa kiuHu4Yeckoro TeueHus IgA-H. Haubonee
pacmpocTpaHeHbl Kilaccuueckas (¢opma, CONPOBOXKIAIOMIAsca MOBTOPHOU
makporematypueit (30-50% cnyuaeB), u 6eccumnromuas (30-40% cayuaen). K
ATUIIMYHOMY BapUaHTY OTHOCST CJIy4aH, CXOJIHBIE MO MPOSBICHUSIM C JIPYTUMH
rJI0OMEPYJIONaTUSIMHU, B YACTHOCTHU, ¢ 00J€3HbI0 MUHUMAJIbHBIX U3MeHEeHUu u IgA-
JIeMOo3UTaMH B ME3aHTHHU, OCTPBIM TOBpEeXJIEHHEM TMoYek Ha (oHe
MaKpOreMaTypuu HWJIH OBICTPONPOTPECCUPYIONIUM  TIOMEPYJIOHEPPUTOM  C
MOJIYJTYHUSMH, IPU HAJTUYUHU ME3aHTHAJbHBIX Aeno3uToB IgA [17].

Y  nanuMeHTOB  MOJIOAOTO  BO3pacTa  MakporeMaTypusi  HEpEeaKo
MaHU(]eCTUPYET OAHOBPEMEHHO ¢ MHPEKIHOHHBIM MPOIECCOM UM BCKOPE MOCIe
Hero (B mepBbie 2-3 gHs). JIaHHBIH KIWHHYECKUH (EHOTHI OTIHYACTCS
TPaH3UTOPHBIM Xxapaktepom Al u, kak nOpaBUIO, MOJHOCTHIO OOpPATUMBIM
HapyleHueM noyeyHo pynkuuu [17].

VY manueHTOB cTapuieil BO3pacTHOW Ipynnbl KIMHUYeckas kaptuHa [gA-H
yanie XapakTepu3yeTcss MUKporemMaTypuen B couetanuu ¢ I1Y paznudHoil ctenenun

BeIpakeHHOCTH H/mim Al [17].
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ATl HabOnrogaeTcsa NMpH BBICOKOAKTUBHOM TeueHuu IgA-H, uvame B nebrore
3a0oJsieBaHus WiIK B nepuoj oboctpenus Heppura. OO6bIyHO OHA coueraercd ¢ [1Y
U1 COOTBETCTBYET KpUTepuUAM Hedputuueckoro cuniapoma. Kpome toro, Al
accoUMMpoOBaHa C pa3BUTHEM He(POAHTHMOCKIEpOo3a W aTpopuM KaHAIbLEB, UTO
MOJTUePKUBAET €€ pOJib B MPOrPECCUPOBAHUU CTPYKTYPHBIX U3MEHEHHUH B MOYKaX
[17, 160].

Cornacuo nmanHeiM Woo K. et al., mekontponmupyemass AI' mpuBogut K
pazsututro TIIH wepe3 3 roma, B TO Bpems Kak mpu KoHTpoaupyemoud Al 3ToT
npoiecc 3anumMacT okoJjo 8 jet [160].

B cpaBHeHuuM c eBpomeiickMMM M a3uarcKuMHu Koroprtamu, I[gA-H B
POCCUIMCKON MOMYJALMU OTIANYaeTCs 0ojiee BBIpAKEHHBIMU MOPGOJIOrMYECKUMU
U3MEHEHUSIMH, KOTOPbIE OTPa)kaloT aKTUBHBIN NpojudepaTUBHBINA Mpolecc. ITO
CBUJIETENLCTBYET O 0Oo0Jiee arpecCMBHOM TEYE€HUM 3a00JieBaHHs y NAIMEHTOB B
Poccun [5].

B coBpemennoii Hepponoruu [gA-H paccmaTtpuBaeTcs He TOIBKO B KAUeCTBE
UIMONATUYECKOW MAaTOJIOTUH, HO M KaK pPEHAJbHOE MPOSBIEHUE CHUCTEMHBIX
3aboneBanuii. K ux umcny otHocsatcs mypnypa lllenneiin-I'enoxa u cuctemHas
KpacHas Bosiyanka [3, 136], a rtakxke mnepcuctupyromue wuHpekuunu (HCV-
uHpeknusa, Tyoepkynés) [58, 78]. Kpome Toro, IgA-H mMoxkeT accomuupoBaThCs C
TSOKENBIMU  IEPMATOJOTHYECKUMH 3a0o0JieBaHUsIMU (TICOpUa3, reprneTu(@opMHBIN
JepMaTUT, HOBEHWJIbHBIH jaepmatomuo3uT) [118, 69, 99], mnaronoruei
renaToOMIMapHON CUCTEMBI, BKIIIOYAas LUPPO3 MEUEHH PA3JIUUYHOU HTHOJOTHUHU
[148], m BocmanuTeIbHBIMU 3a00JCBAHUAMH KHUIICYHUKA (LIeIHAKHUSA, OOJIC3HB
Kpona, s3BenHnbii konut) [43, 23, 119].

«KamMHeM  NpPEeTKHOBEHWSA»  SIBIAAETCS  OTCYTCTBHE  MAaTOTMOHHUYHBIX
KJIMHUYECKUX u MOP(]OTOTHUECKUX NPHU3HAKOB, MO3BOJISFOLIUX
nuddepenuuposats nepBuuHyo IgA-H ot BTopuunoit ¢popmer [2, 17]. B 1o *xe
BpeMsi psiJl aBTOPOB YTBEPXKJAIOT, YTO K MOMEHTY He(ppOoOMONCUM MaIUEHTHI
O0OBIYHO UMEIOT KJIMHUKO-1a00paTOpHbIE MPU3HAKU OCHOBHOIO 3a00JiI€BaHUs, YTO

MMOJYCPKUBACT 3HAaYUMOCTb TIIAaTCIBbHOI'O c60pa aHaMHC3a, aHCKBaTHOﬁ
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UHTEPIpPETALNU PE3YyIbTATOB MPOBEIECHHOr0 O0O0OCIeq0BaHUS U BO3MOXHOCTHU
panHe#t nuddepennuanpHoit quarnoctuku [17, 18].

BriBonbl, cnenanHeie Berger J. 0o 100pOKaueCTBEHHOCTH KIMHUYECKOTO
teueHuss IgA-H, B wHacrosimee Bpems mnepecmartpuBarorcs [5, 132, 158].
CoBpeMeHHbIE HCCIEN0BaHUS YKa3blBalOT Ha reTeporeHHocTh rpynnbsl |gA-H u
BO3MOXXHOCTh aTUIHUYHOTO U OBICTPONPOTPECCUPYIOLIETO TedeHus OoJsie3Hu [17,
18].

HesddexTuBnas cynpeccusi ayTOMMMYHHOTO BOCTIAJICHUS B TOUYEYHOW TKaHHU
CIY>KUT KJII0YEBBIM MEXaHU3MOM, 3aMyCKaromuM HEeoOpaTUMBbIE
dbubpomnacTudeckue MPOILECCHl W BEAYIIUM K TMpPOoTpeccUupymrlleil yrparte
¢yHkiuu mouex [5, 17].

[To nanubIM pasznuuHbiX ucciaenoBanuii, |gA-H sBusercs naubonee yactoi
npuunHoi TIIH, xotopas TpeOyeT 3HAUMTENIBbHBIX YKOHOMHYECKHX 3aTpaT Ha
nposeacuue 3I1T MeTogamu nuanu3a U TpaHciutanTanuu nmouku [44, 130].

B rpynne nmanuentoB ¢ IgA-H uwactora TIIH moctoBepHO BbIlIE, 4YeM MpPHU
MeMOpaHo3Hoi Hedpomatuu: 19,2% mnporus 4,3% (p <0,001) [41]. [Ipu sTOoMm
nporuo3 npu IgA-H 3aBUCHUT OT TAXKECTU COCTOSIHUSA: ¥ OONBbHBIX ¢ MaccuBHOU [TY
u/unu runepkpeatununemueii B 15-25% cayuaes TIIH peructpupyercs B nepBbie
10 ner, a k 20-netTHemMy pybexy ee KyMyJIsiTUBHas yactoTa Bo3pactaeT 10 20—-30%
[151].

JlanHble, ipeacTaBieHHbIe Soares M., CBUAETENbCTBYIOT O TOM, 4TO y 30—
40% mnamuenToB ¢ IgA-H nabmrogaeTcs MeIJICHHO NMPOTPECCHPYIONIEE TCUYCHHUE
3aboneBanus, koropoe B TeueHue 20-30 net 3aBepmaercs pazsutuem TIITH [139].

Kpome Toro, Bo3MOXHOCTH pa3Butus peuuauBa IgA-H B mnouedHom
TpaHCIJIaHTaTe, Ha 4TO BIEpBbie yKa3anu Berger J., moATBepkJaeHa pe3yiabTaTaMu
0osee Mo3aHUX UccienoBanuii [28]. PenuuauBel B TpaHCILTIAHTAaTe HAOJIIOIAOTCS B
20-60% cnydaeB, npu 3ToM yTpaTta QYHKIIMH TPAaHCILUIAHTATa MPOUCXOAUT B 1,3—
16% cnyuaes [42, 108].

IgA-H npeocmasnsiem coboti akmyaivHyrd npooaemy co8pemMeHHOU

MeOuyunsl, mpebdyrwyr paspabomKu Mmemooo8 paHHel OUACHOCMUKU U
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gblcok0d(phexmusnvlx neuebno-npoghunakmuueckux meponpusmutl. OcHOBHOU
yeivlio makux mep AeNAemcs YCuleHue KOHMpPOJs HAO aAyMOUMMYHHBIM

eocnajleHuem, jgexcaufum 6 OCHOB€E ciOMepPYIAPHOcO I’l06p€9fC()€Hl/tﬂ.

1.2 dnupemuosorusa IgA-nepponaruun

IgA-H siBnsieTcst HanboJiee pactipocTpaHeHHOW Mopdoaorudeckoin popmoit
NEpPBUYHBIX TJIOMEpyJonaTuili u aumarHoctupyercs B 35,2-54,3% cnyuaes
nopaxeHus: ka1yooukoBoro amnmnapara nouek [131, 166]. 3a6oneBaemocts IgA-H B
mupe Bapbupyet ot 8—10 m0 45 ciyuaes Ha 1 MiiH HaceneHus B rof [5, 140].

Pe3ynbTaThl AMUIEMUOJIOTUYECKUX UCCIIEIOBAHUN JEMOHCTPUPYIOT YETKYIO
3aBUCUMOCTh pacrnpoctpaneHHocTH IJA-H ot reorpadudueckoro peruona
pacoBoi mpunamiexuoctu [80, 87, 90, 107].

HaubGonpmas nons cinydaeB IgA-H ormeuaercs B ctpanax BoctouHoit A3uwn,
Takux Kak Anonus u Kutaii, rome 3ToT mokazatens pocturaet 47,4-54,3% cpenu
BceX riaoMmepynonatuii [166, 84]. B eBponeiickux monyasiuusx 3a00JieBaHUE UMEET
YMEPEHHYIO pacnpoCcTpaHeHHOCTh: B BenukoOputanum — 39,0% [101], Uexuu —
37,4% [97], Utanum — 35,2% [131]. B To xe Bpems B peruonax LleHTpanbHOU
Adpuxu, FOxuoit Amepuku u Uaauu [gA-H nuarsoctupyercs 3HaUUTEIBHO pexKe
— ¢ yactotoit ot 0,7% mo 6,3% cornacHo ucciuenoBanusaMm [134, 75, 56].

Janusbie o pacnpocTpaneHHOCTH |JA-H B MUpe noaydeHbl U3 peruoHalIbHBIX

pPEerucTpoB OMOICUM MOYEK U MHOTOIEHTPOBBIX HUcciemaoBanuii (Tabmuna 1).

Tabruya 1 — Pacnpocmpanennocmo 1QA-H 6 mupe

IgA-H (%) Ctpana ABTOpBI
54,3 Kurai Zhou F. et al., 2009 [166]
45,2 Li L. et al., 2004 [92]
36,6 Pan X. et al., 2013 [121]
52,7 Opanus Moranne O. et al., 2008 [106]
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IIpooonacenue Tabauywvr 1

IgA-H (%) CtpaHna ABTOpBI
50,7 I'epmanus Braun N. et al., 2011 [36]
47,4 SAnonus Koyama, A. et al., 1999 [84]
43,2 Cunranyp Woo K. et al., 2010 [159]
39,0 Benukoopuranus | McQuarrie E. et al., 2014 [101]
37,4 Yexus Maixnerova D. et al., 2015 [97]
35,2 Wranus Schena F. et al., 1997 [131]

CornacHo cuctematuueckomy o030py Schena F. u coast. [132], ypoBeHb
3aboneBaemoct IgA-H B a3marTckux cTpaHax CyYUIECTBEHHO MPEBBIIIAET
aHAJOTMYHBIE TIOKa3aTelu B eBpomeickux mnonyisanusax. Tak, B SnoHuwu
perucTpupyeTcs okojo 45 HOBBIX ciy4yaeB Ha | MiiH HaceneHus B rox [140], roroa
Kak BO @paHIUM ATOT MMOKa3aTedb cocTaBisieT 31 ciaydail Ha 1 MJIH HaceleHUs B
roa [106].

CornacHo AMUIEMHUOJIOTUYECKUM HCCIIEJOBAHUSM, €KeroHas
3aboneBaeMocTth IgA-H cpenm amepukaHIeB €BPOINEHCKOTO IPOMCXOKICHUS
nocturaet 21 cnydas Ha 1 maH Hacenenus [143].

Ctpykrypa 3ab6oneBaemoct |gA-H B pa3audHBIX CTpaHax MUpa OTpaKeHa B

Tabnune 2.

Tabnuya 2 - 3abonesaemocms 1gA-H 6 mupe

3a001eBaeMOCTh Ctpana ABTOpBI
(cnyuaii Ha 1
MITH/TO.)
39-45 SAnonus Sugiyama H. et al., 2013 [140]
25-31 dpannms Moranne O. et al., 2008 [106]
21 CIIA Swaminathan S. et al., 2006 [143]
18 Cunramyp Woo K. et al., 2010 [159]

17,2 I'epmanus Braun N. et al., 2011 [36]
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IIpooonxcenue Tabauywvr 2

3ab0neBaeMoOCTh CtpaHna ABTOpBI
(cnydaii Ha 1
MJTH/TOT)
11,6 Yexus Maixnerova D. et al., 2015 [97]
8-10 Poccus JoOpoupaBoB B. A. u coast., 2019 [5]

[To pmanHBIM SnuAeMHOJOrHYeckoro wucciemoBanus Willey C. et al.,
exxeroaHas 3aboneBaemocTh IJA-H B eBpomneiickux ctpanax coctasisger 0,76 Ha
100 000 mamueHTOB BCEX BO3PacToOB, a pacmpocTpaHeHHocTh — 2,53 na 10 000,
Bapbupys ot 1,14 B Ucnanuu no 5,98 B Jlute. Pacnpoctpanennocts IgA-H B
EBpone, npuMeHHUTENIIBHO K YHUCIEHHOCTU HaceiaeHus B 2021 roxy, cocTaBisieT
47 027 cnyuaes [158].

Cxoxue DINHUAEMUOJOTHYECKHE JaHHble OBUIM  TOJy4eHbI U B
OTEUYECTBEHHBIX HCCIENOBAHUAX. TakK, NPOBEAEHHOE KpPYNHOE KOTOPTHOE
uccinenosanue JloopoHpaBoBbiM B. A. m coaBT. moka3zano, uto B Poccuiickoii
Oenepanuu  pacnpocTtpaHeHHocTh IgA-H cpeam Bcex Mopdosioruuecku
NOJTBEPKACHHBIX MEPBUYHBIX UMMYHHBIX TJoMepyionatuil coctasiusieT 31,7 %.
Bmecte ¢ Tem [goas BHOBBL BbIsSBICHHBIX ciayuaeB IgA-H (2014-2019rr.)
cocrasiset 41,5% [5].

ITo nanusiM Ky3uenosoir T. C. u coaBT., BcTpeuaemocth IgA-H cpenu
B3pocioro HaceneHusi B Poccum gocturaet 4,76 caydas Ha 100 000 nacenenus.
Haubonee wacto 3a00JieBaHUI0O TOJBEPKEHBI MYKYHHBI, PAaCIpPOCTPAHEHHOCTH
IgA-H B Bo3pacTabIx Tpynmnax 21-40 net u 41-60 net coctaBnsiet 40,0% u 44,4%,
COOTBETCTBEHHO [8].

OnuaeMuoI0THYEeCKUe JaHHble yKa3piBaroT, 4to [gA-H cmocoOna
MaHU(ecTUpOBaTh B MIMPOKOM BO3PACTHOM JMana3oHe, OJHAKO HauOoJbIIas
4acTOTa €€ BBISIBJICHUS MPUXOAUTCA Ha Mosoaoi Bo3pacT (20-30 net) [17, 54, 72].

K rpynmne mnoBBIIIEHHOTO pHCKAa OTHOCSATCS MYXKYUMHBI a3UaTCKOW U

eBponeougHoil pacel. Tak, cpeaum Ul HerpouaHol pacsl yactota IgA-H



21

coctaBisieT Bcero 0,7% [134]. B Slnonuun cooTHoueHne cpean OONbHBIX MYXUYHUH
u xeHnuH coctasuset 2:1, B CeBepuoii EBponie u CIIIA — 6:1, B Poccun — 1:1 [1,
5].

IIo MHeHHIO psina ucciaeaoBaTeei, HCTUHHAs pacnpocTpaHeHHOCcTh [gA-H
ropaszo Bbille O(QULHAIBHBIX JaHHBIX. BeposTHO, 3TO 00YyCIOBIEHO JATEHTHBIM
TeueHHeM 3a0oJeBaHUs W/MIM HeaJeKBAaTHOW MHTEpNpeTalueidl pe3ynbTaToB
1a00paTOPHO-UHCTPYMEHTAIBHOTO 00CIeN0BaHUs, BCIEICTBUE HEIOCTAaTOYHOU
OCBEJIOMJIEHHOCTHU Bpaueil. HemanoBaXHo U TO, YTO BO MHOTHUX pa3BUBAIOUIUXCS
CTpaHaX WMMYHO(DIIOOPECIEHTHBIA METOJ CTal TPUMEHSITHCS T03XKe IMpHU
IpPOBEJACHUU MOP(OITOTHUECKOro uccieaoBanus neppodbuonrara [132].

Kpome Ttoro, HedpoOUOTCHUS BBIMOJHIETCS HE BCEM IMalMEHTaM C
nono3penuemM Ha |gA-H naxke npu HaaIWYUM TUNUYHOW KIWMHHKO-1abopaTopHOU
KapTuHB. Bo-mepBbIX, BO MHOTHUX pPEruoHax OTCYTCTBYET TeXHHUYECKas
BO3MOXHOCTb M HEOOXOJHUMBbIE KaJpoBble pecypchl. Bo-BTOpBIX, OTCyTCTBHE
CTaHIApTU3UPOBAHHBIX TMOKa3aHUN K HeOpOOMOINCUH U MOTEHIMAJIbHBIA PUCK
OCJIO)KHEHHUH OTKJIAJbIBAIOT MOP(HOJIOTUUECKOE UCCIEOBAHUS.

[To manubpiM JloOpoHpaBoBa B. A. W COaBT. AIUTEIBHOCTh CHUMIITOMOB 0
yctaHoBieHus quarnosa IgA-H B cpeanem cocrasiset 41 mecsi [5].

Takum oOpa3zoMm, yKa3aHHBIE MNPUYUHBI TPHUBOAAT K 3amo03Jajou
JTUArHOCTUKE, a MPHU BBINOJHCHUU HE)POOUOICUHM — BBISBICHHIO HEOOPATUMBIX
MOpP(OTOTUYECKUX U3MEHEHUN MOYEYHON TKaHU, KOTJa TOYKH MPUITOXKECHHS I
MpOBEACHUS AKTUBHOU TEpPaNUU OTCYTCTBYIOT.

Tax, B Cunranype yactora |gA-H yBenuuunacs ¢ 42% no 45%, a B Kopee —
¢ 25,6% no 34,5% B cBsi3W C pacHUIUpEHHEM TMOKa3aHUW IS MMyHKIIMOHHOU
HeppobOuoncun (mepcuctupytomas Mmukporematrypus u/unu 1Y menee 1,0 r/cyr)
[159, 39].

3nauumenvHblie pasauuus ¢ pacnpocmparnenHocmu u 3aboneeaemocmu IgA -
H cpeou paznuunvlx nonynsiyuii, 6eposmHo, C8A3aHbl C OMCYMCMEuemMm eouHo2o

CMaHOapmu3upo8aHH020 NPOMOKOIA 00C1e008aHUs, UYemKUX Kpumepueg Os
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npogedenus Hegpobuoncuu u HeOOHO3HAYHOU UHMepnpemayuu KJIUHUYEeCKUX
NPOosABIEeHUL 2IOMEPYIAPHOU OONE3HU.

Takum  obpazom, 0Oasi  CHudxcenus  2robanvHoco  oOpemenu  TIIH,
paszeusarouwetica eciedocmeue IgA-H, neobxooum yHuguyuposanusiti nooxoo K

ouaeHoCcmuKe Ha paAHHUX cmaousx 3a0601e6aHusl.

1.3 Ttuonorus u poab MALT-cucTeMbl KHIIEYHUKA B NATOreHe3e

IgA-HepponaTum

HecmoTpss Ha 3HauuTenbHbBId mnporpecc B wu3zydyeHun IgA-H, enunas
MaTOreHeTUYeCcKasi KOHIETIIHS, MOJHOCTHIO PACKPBhIBAIOIIAs MEXaHU3MbI Pa3BUTHS
rJIOMEPYJISIPHOTO MOBPEXKIACHUS, OCTAETCS HE YCTaHOBJICHHOM.

Tak, oOHapyKeHHe Jeno3uToB IgA B mMOUYeYHOW TKAaHU CBUIETEILCTBYET 00
UMMYHOKOMILUIEKCHON  mpupoae  3aboneBanHus. OJQHAKo  CYIIECTBEHHOE
HECOOTBETCTBHE MEXKAY KINHUUYECKUMU MPOSBIECHUAMH, YPOBHEM CHIBOPOTOYHOTO
IJA ¥ MHTEHCHUBHOCTBIO €ro OTJIOKEHHUS B ME3aHTUMHU YKa3blBA€T HA CJIOKHBIN
MyJIbTU(QAKTOPUANBHBIM  MAaTOT€HE3 C  y4YacTHUEM  pa3iIuyHbIX  (aKTOPOB
UHAWBUYaIbHOW BOCIIPUUMYUBOCTU opranu3ma. CiieqoBaTelIbHO, OTHOBPEMEHHO
MOKET CYIIECTBOBAaTh HECKOJBKO PA3JIMYHBIX MATON€HETHUYECKUX MEXAaHU3MOB,
CITOCOOHBIX MPUBOJUTH K OTJIOKEHUIO IETMO3UTOB [gA B ME3aHTUU U MMOBPEKICHUIO
MOYCUYHBIX KIIyOOUuKOB [7].

KnroueBsiM 3BeHOM matoreHe3a IQA-H cayxuT npoaykmus aedeKTHOTO
(«maTorernHoro») IgA. Ob6pasyrwomiuecs B pesynbrate UK o6manatoT moBeIeHHON
apOUHHOCTHIO K ME3aHTUIO0 TMOYEYHBIX KIYOOUKOB, YTO H ONPEACTICT WX
HedpHUTOreHHBIN moTeHIan [7, 66, 129, 142].

K ocHoBHBIM mpoBonmpyomum daktopam pazsutus IgA-H otHOCITCS
BOCTIAJIUTEbHBIC 3a00JIEBaHUS BEPXHUX M HUKHUX JIBIXaTEIbHBIX MMyTEH, OCTPHIC
racTpPOIHTEPUTHl HHPEKIUOHHOW W BUPYCHOU ATUOJOTUU, HUHPEKIHUOHHO-
BOCIMAJUTENbHbIE 3a00J€BaHHUS MOYEBBIICTUTEIBHOU CHUCTEMBI, a TaKxke

BaKIIMHAIMS U yJIbTpaduosieToBOe u3inydenue [2, 17, 129].
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Kpome TOro, He HUCKIOYAETCd 3HAYUTENbHBIA BKJAJ TE€HETHYECKUX
dakTopoB, merepmuHHpyromux pasButue IgA-H [17, 93, 145]. Kak oTMedaroT
HEKOTOpBIE HCCIEeJ0BaTeNu, NpeapacnoigoxkeHHoctb kK [gA-H oOycnoBiena
HOCHUTEJIBbCTBOM ONpPEIENCHHBIX JOKYCOB B cucteMe HLA. B wacTHOCTH, JIOKYCBI
DQB1 u DRBI npunumarT ydacTue B NpoOLECCE NPE3€HTAlMM AHTUIEHA U
acCOIMHUPOBAHBI C MporpeccupoBanuem 3adonesanus g0 TIIH [37, 73, 76].

Hnsa cemeitnbix popm IgA-H uneHTuduiupoBansl JOKYChl HA XpOMOCOMaXx
6022-23 (IGAN1), 4926-31 (IGAN2), 17912-22 (IGAN3), 2q36 u 3p24-23,
KOTOpbIE UHAYIUPYIOT Pa3BUTHE UM BOCIPUUMYUBOCTD K AaHHOU popme I'H [31,
67, 123].

Brigensitor aBa nmoaknacca IgA: IgA1 u IgA2. YcTaHOBIEHO, YTO pa3BUTHE
IgA-H oOycioBieHo otioxenueM B Me3aHruu moaumepHoro IgALl [7]. Jlaunuas
MOJIeKYJIa COJAEPIKUT onpeaesieHHOe KolndecTBO O-CBsI3aHHBIX IIIMKaHOB OOKOBBIX
nernei B IapHUPHOM oOnacTH, KOTOpbie conepxaT N-aleTuJraiakTo3aMHH,
rajakTo3y U CHaJIOBYIO KMCIOTY [61].

B matorenese IgA-H kitodeByio poiib UrpaeT AePeKT rajakTo3UINpPOBaAHUS
B cTpyKType O-rinkaHa, BbI3BaHHBII MOJIEKYJISIPHON MEPECTPONUKON MIAPHUPHOTO
yuacTka cekperopHoro IgA (slgA). Ilatomoruuyeckuii mpomecc MNPUBOAUT K
HaKOIUIEHUIO B Mojekylne I[gA yriaeBoaHbsiXx ¢GparMeHTOB, MpelCTaBICHHBIX
UCKIIOUYUTENbHO N-aleTUIraiakTo3aMHHOM 0€3 TepMHUHAJIbHBIX OCTAaTKOB
rajlakTo3bl U cuanoBou kucioth [1, 35, 61, 68].

CnenoBaTenbHO, MOeQUIUT TaJakTO3bl OOYCIOBIMBAET OJKCMO3WIHI0O N-
alleTUIraJakTO3aMUHA B KaUY€CTBE aHTUTE€HA, UTO CTUMYAUpyeT npoaykuuto 1gG-
AT x mannomy yrineBoguomy pparmenty. Ob6pasyromuecs B pesyiabprare UK (IgG—
IgA—sCD89) ob6namaroTr HeQpUTOTEHHBIMU CBOWCTBamMu. bmaromaps BBICOKOM
apdbuHHOCTH K penenTopaM ME3aHTHAIBHBIX KJIETOK JaHHBIE KOMIIJICKCHI
NENOHUPYIOTCS B ME3aHTMHU, 3alycKas KacKajJ BOCHAJIUTEIbHBIX peakuud u
dbopMuUpoBaHUE XapaKTEPHOTO MOBPEXKICHUS MOUYEYHBIX KIyOOoukoB [4, 25, 127].

PesynbTaThl psima uCCleJOBaHUN JEMOHCTPUPYIOT, YTO MMOBPEKIACHUE

MOYEYHOU TKAHU MOXKET MPOUCXOIUTH KaK 32 CUET mpsiMoTo B3aumonaeicTeus 1gAl
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CO crneuupUUYecKUMH peuenTopaMu Me3aHruaiabHbeix kietok — CD71 u sCD89,
3aMyCKaIOMUX JIOKaJbHYI0 BOCHAIUTENbHYIO PEAKIMI0, TaK U 332 CYET aKTHBAIUH
KJIAaCCUYECKOr0,  aJIbTCPHATHBHOTO  WJIH  JICKTHHOBOTO TYTH  CHCTEMBI
KOMIUIEMEHTA, YTO B COBOKYIHOCTH (DOPMHPYET TUMHYHBIN MOpdoIorndecKkuit
npo¢uib 3adoneBanus [85, 98, 162].

Tak, Moura |. et al. yrBepxnator, uto y manueHtoB ¢ IgA-H ypoBens
skcnpeccuu perentopa CD71 uMeer npsimMyro KOPPEISIIUOHHYIO CBSI3b C TSKECTHIO
TeueHus 3aboaeanus [110].

[Ipsmoe neiicteue MK Ha Me3aHTHaIbHYH0 TKaHb B COYETAaHHU C
MOBBIIICHHOW aKTUBHOCTHIO MEJIMATOPOB BOCHalcHUS M (PuOpo3a MPUBOAUT HE
TOJBKO K Pa3BUTHUIO ME3aHTHAJIbHOW mpojudepanud, HO U K TOBPEKICHHUIO
NOJOIMMTOB W SIUTEIUS TPOKCUMAJIbHBIX KaHaJIbIEB ¢ MOPGOJIOTHICCKUMU
NPOSIBJICHUSIMU CETMEHTApPHOTO CKJIEPO3a U TyOYJIOMHTEPCTUIIHAIBLHOTO Ghubpo3a,
YTO KJIMHUYECKH BbIpakaeTcss HapacTtanuem I[IY, CHUXKEHHMEM CKOpPOCTHU
kny6oukoBoi ¢punsrpanuu (CK®) u nossimenuem AJl [7, 96].

YcranoBineHHas cBsi3b Mexay IgA-H um nHbEKnOHHO-BOCHATUTEIbHBIMU
mpoleccaMu  CIM3UCTBIX  00OJOYEeK  Jierja B~ OCHOBY  COBPEMEHHOM
NaTOTEHETUYECKON KOHIIEMIIMH, MpEJIoararieil KJIYeByl0 poJib aKTHBALUU
MYKO30-accoruupoBanHoi nuMbouano Tkanu (MALT) kumedHnuka B pa3BUTHHU
rJIIOMEPYASIpHOTO mOBpexAcHus [4, 66].

MALT-cuctema (mucosa-associated lymphoid tissue — numdongHast TKaHb,
aCCOIMMUPOBAHHAS CO CIHM3UCTBIMH 000JOYKaMH) — HMMMYyHHas CHUCTEMa,
cocrosimas u3 AuPdy3HbIX HE KAaNCYJIUPOBAHHBIX JTUMPOUIHBIX 00pa3oBaHUil, HA
KOTOPYIO BIUSIOT BOCMAJIUTEIbHBIC MPOIECCH B OPTaHAX KEIYJOYHO-KHIIIEYHOTO
tpakta (JKKT) unu Bo3neiicTBue I3K30T€HHBIX (PaKkTOpOB (MHGEKIIMOHHBIC areHTHI,
MUIEBbIC aHTUTEHBI) [16].

Pa3zBuTHE MMMYHOMATOJOTHYECKOTO MPOIEcca MPOUCXOAUT B MTUM(OUTHON
TKaHu, coctosmed u3 T- uw B-1uMQOUMTOB M MIa3MaTHUYECKHUX KIETOK,

PAacCIOJOKEHHBIX B mmoacau3uctom cioe crenku JKKT [16].
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Cunre3 mnoaumepHoro I|JA B opraHusMe 4YejJoBEeKa B OCHOBHOM
ocyuiecTisercs B-numdouutamu, accouMMPOBAHHBIMM CO  CJIU3HUCTBIMU
obonoukaMu, ¢ mocieaymumumM oopazoBanuem sIgA. KnroueBas pusunonorndeckas
bynkuus sIgA 3akiaoyaeTcs B peaiu3aluu MEeXaHU3Ma UMMYHHOTO UCKJIIOUYCHUS,
KOTOpO€ o0OecneuyuBaeT HEUTpalu3alHUI0 YYXKEPOAHBIX areHTOB (IAaTOTE€HOB U
MUIIEeBBIX AHTUTEHOB) U OJOKUPYET UX MPOHHUKHOBEHUE B CUCTEMHBI KPOBOTOK.
Konnentpanus sIgA 3akOHOMEpPHO TIOBBIIIAETCS B OTBET Ha AHTUTEHHYIO
CTUMYJISIIHIO OAKTEPUATBbHOTO WJIM MUIIEBOr0 Npoucxoxaenus [71].

O BoBneuenHoctu MALT-cuctemsl B natorene3 IgA-H cBumeTrenbcTByIOT
BBISIBJIIEMbIC HapyIIeHUss B HMMYHHOM cTatyce. K HX UuciIy OTHOCSTCA
NOBBILIEHUE CBIBOPOTOUYHOTO ypoBHS noaumepHoro IgAl UK, conepxamux IgA,
YTO OTpa)kaeT KOJWYECTBEHHbIC U (DYHKIIMOHAIbHBIC U3MEHEHHUS TYMOPaJIbHOTO
ummyHurtera [103].

Smith A. et al. cuutaroT cHMKEHHE TaTaKTO3WJIMPOBAHUSA MOJEKyIbl [gAl
MapKepoM TMOBBIIIEHHONW AHTUT€HHOW HArpy3ku Ha JUMOUAHYIO TKaHb
CIAM3UCTBIX 000J0YeKk. OTO mMoBHIIIAeT aare3uBHbie cBoiicTBa Gd-IgAl u
cmocoOcTByeT Oojee INETKOW HIMMHUHAIIMM IMATOTEHOB 0e3 (opMupoBaHUS
IEeCTPYKTUBHOTO BOCHajeHus. TakuM o0Opa3oM, TNOBBIINIEHHOE O00Opa3oBaHUE
«mmatorenHoro» IgAl mpu IgA-H ykaspiBaeT Ha yBenwdeHHe HHQPEKIIMOHHOM
Harpy3ku Ha MALT-cuctemy ciu3ucteix obomouek [138].

[lo maHHBIM HCCIeAOBAaHUU, MPEIANMOCHIIKON IS U30BITOUHONW MPOMYKIIUH
Gd-1gAl saBaseTcs aKTUBAIUSI KMMYHHOTO OTBETa CIIM3UCTHIX 000JI0YEK, BKIIIOUAs
XKT, u Hapymenue npouneccoB cekpennu [4, 34, 63].

CormacHo gaHHOM KoHuenmuu, miaadmaTtndeckue kieTku COTK saBnsgroTcs
OJTHUM W3 OCHOBHBIX MCTOUYHUKOB Gd-IgAl, xoTOpHIii 00HAPYKUBAIOT B COCTAaBE
MUK u Me3aHTHATBHBIX JCMO3UTAX MOYCUHBIX KIIyOoukoB [114].

Hekoropsie aBTOphl mpeAmnoaralT, uYTo T-KJIETOYHO-HE3aBUCHUMAS
aktTuBanus B-nmumpomutoB MALT-cuctemsl kumedHuka u BbipaboTtka Gd-1gAl
onocpenoBaHbsl runepctumynsuueid Toi-nmogoOHOro penentopa 9, npuuem

XpOHUYECKOE BOCTIAJICHUE KUIIEYHUKA UMEET KI0UYeBYI0 poJib [112].
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[To MHeHMIO psia JApyrux HcclenoBaTenen, s co3peBaHusa [gA-
CEKpETUPYIOMUX miaa3zmMaTuyeckux kietok MALT-cuctemMbl HE0OOX0AUMO ydacTue
dakTopoB: akTuBHpYyiomero gakropa B-kiaerox (BAFF — (B-cell activating factor)
WM Juraiga, uHAynupymomero npoiaudepanuo (APRIL — (a proliferation-
inducing ligand) [32].

DKcnepuMeHTalbHbIC JaHHbIe, monydeHHbIe Zhai Y. et al., moaTBepxaa0T
KJIMHAYECKYI0 3HA4MMOCTh JTUX MexaHusMoB npu I[IgA-H. HccinemoBartenu
YCTAaHOBUJIM YETKYIO KOPPEIALUIO MEXK1y MOBBIIIEHHON KoHIIeHTpauued APRIL B
CBIBOPOTKE KpPOBHM MAIMEHTOB U PSIJIOM JAPYruxX JabopaTOpPHBIX H3MEHCHUM:
yBenudeHueM ypoBHsS Gd-IgAl, BweipakenHout IIY u cHuxkenuem CK®D, 4uto B
COBOKYMHOCTH SBIISIETCS HWHIUKATOPOM TIPOTHOCTUYECKH HEOJIArompusiTHOTO
teuenus 1gA-H [164].

[ToMuMO CTPYKTYpHBIX HM3MEHEHHMH, y manueHToB ¢ IgA-H naGmromaercs
HapylIleHHe CBsA3biBaHMsA W BeIBeacHHs IgAl [7]. B mopme SIQA cekpeTtupyercs
NJa3MaTHYECKUMU KJI€TKAMU CIU3UCTBHIX 000J0UYEK U IKCKPETUPYETCS uepe3 HUX,
HE MIPOHHUKAsA B CUCTEMHBIM KPOBOTOK; KaTabOIU3UPYETCS B IEYEHU, CBI3BIBASACH C
peuentopamu renatouutoB. Kpymnaeii pasmep WK, comepxkamux Gd-1gAl,
NpPENSITCTBYET HX 3axXBaTy M KIUPEHCY remarouuramu. B pesynbrate 3TH
KOMIIEKCHl MEPCUCTUPYIOT B CUCTEMHOM KPOBOTOKE C IMOCJIEAYIOUIUM
OTJIO’KCHHEM B ME3aHTHajdbHOM MaTpukce [141].

Taxum obpazom, nomumo oOWenpuHaAmuvlX KoHyenyui namoezenesza 1gA-H,
gaxcuylo poav uzcpaem cunepnpooykyus Gd-1gAl, cesazamnas c¢ noswviuiennoi
UMMYHHOU AKMUBHOCMbBIO HA CAusucmuvlx obonouxax, ekiwodas MALT-cucmemy
Kuuweunuxa. Imo obycrasiusaem uayuuwvii unmepec k 1QA-H ¢ mouxu 3penus

9HMEPOPEHANbHOU OCU.

1.4 CBs3pb IgA-HeponaTum ¢ XpOHHYECKHMMHU 3200J1eBAHUSIMH KUIIEYHHUKA

B HAaCcTOoACC BPEMA YCTAHOBJICHO, YTO 3a00JICBaHUSA KUIIEYHNKA OKAa3bIBAIOT

npsimoe BausHue Ha pa3Butue IgA-H. [laTorenetnyeckas 3HTEpOpeHaIbHasl OCh,
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KOoTOpass OblIa BBIJEJIEHA B pe3yjbTaTe psAAa HUCCICIOBaHUM, MOJUYEPKUBAET
B3aMMOCBSI3b  MEXJY HMMYHHBIM OTBETOM KHUIIEYHUKA U  Pa3BUTUEM
riomMepyaspHoro 3aboneanus [40, 48, 49, 50, 60, 66].

[To wmuenuto Monteiro R., HapylmieHue B3aUMOJCHCTBHS KHIICYHOTO
UMMYHUTETa, MUKPOOHUOTHI U palliOHA MHUTAHUS MOXET MPHUBOJUTH K BBIPAOOTKE
Gd-I1gAl [104].

Uccnenoanue Wang J. et al. ycraHoBuiao, 4Yto T-KJIE€TOUYHO-
OTIOCpPEOBAaHHAS pEaKIUsl CIH3UCTBHIX O000JI0YEeK MPOBOLUUPYET pa3BUTHE
BBIPAXKCHHOTO KHUIIIEYHOTO BOCIAJICHUS W JAUCPEryysmnuio sIgA, 4To B KOHEUYHOM
uTore MHUIUUpPyeT pazButue [gA-H ¢ ee XxapakTepHBIM KIMHUUYECKUM MPU3HAKOM
— yCTOMYMBON Mukporemarypuei [152].

CormacHo pesynbtatam uccienoBanus Joher N. et al., BeisiBiieno 24 cayuas
IgA-H, accomuupoBaHHOW C BOCHAJIUTEIbHBIMH 3a00JICBAaHUSIMHU KHUIIICYHHUKA
(B3K) — 60ne3npro KpoHa u siI3BeHHBIM KOJUTOM. Y oaHoro nanuerTa n1e6wt B3K
oTMeueH yepe3 9 mecsueB mociie Mopdosoruueckor Bepudmukamuu IgA-H, B
OoCTaNbHBIX chyudasix pa3Butue B3K npeaniecTBoBaso KIMHUYECKUM MPOSBICHUSIM
IgA-H (Menmana mnepuona wHaOmogeHus coctaBuiaa 9,0£6,0 mer). ABTOpHI
OTMETHJIM MpeolsiaflaHne TMPU3HAKOB ME3aHTHalbHOW Tmponaudepanuu Haj
bubpomnacTUYECKUMHU  U3MEHEHUSIMH 10  JaHHBIM  MOp(doIormyeckoro
UCCJIEIOBAHUS TTOYEUYHON TKaHMW Y 3TUX MallMeHTOB [77].

B perpocnekTuBHOM uccienoBannu Ambruzs J. et al., mpoanaiu3upoBaHbl
npotokonbsl HePpoOuoncuii. |gA-H Obina nambosiee yactoit mMopdomoruueckoi
dopmoit XI'H y 83 marnmuentoB ¢ B3K (45 cnyuaeB — 60ne3us Kpona u 38 cnydaen
— SI3BEHHBIN KOJIUT) [23].

Pacnpoctpanennocts IgA-H cpenu Bcex HedpoOMOIICUiA, BHITOJHEHHBIX 32
OJWH U TOT K€ mepuoj, Oblia JocTOBEepHO Bhilie y nanueHToB ¢ B3K B anamuese,
yeM B rpymme KoHTpois (24% [20/83] vs. 8% [2734/33630]; p <0,001) [23].

Cxosxkue pe3ylnbTaThl OBUIM IOJYydYeHBl B HccilegoBanuu Zhao L. et. al.
YcranoBneHo, uto y 66% 6onbHbix ¢ B3K npu MmopdonoruueckoMm ucclieJ0BaHUU

HeppoOUoINTaTa BRISIBJICHBI THIIMYHBIC THCTOIOTHYecKue pu3Haku IgA-H [165].
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Uccnenosanue Rehnberg J. et al. moka3zano noBeimennyro yacrtory B3K mo
(2,53%) u mocne (4,95%) mopdonornueckoir Bepudukanuu IgA-H. ABTops
yctanoBuiu, uto B3K moBeimaer puck mporpeccupoBanus IgA-H no TIIH —
oTHOocHTeabHBIN puck (OP) 1,84 (95% AU 1,33-2,55) [125].

[flomumo XpoHuueckoro BocnajieHus y mnamueHtoB ¢ |IgA-H xapakrepHo
MOBBINICHUE IPOHUIIAEMOCTH KHIICYHOU cTeHkH [83].

Davin J. et. al. BbIABHIM TOPAMYI0 KOPPEISIHUIO MEXAY IOBBIMICHHOMN
OPOHUIAEMOCThIO KHUIIeYHUKA A 51 Cr-3TuieHIMaMUHTETPayKCYCHOM KUCIOTHI
u ypoBHeM IgA-conepxkamux UK B kpoBu y manuentos ¢ IgA-H [57].

Seikrit C. et al. moarBepamnu nganubie: y 54% manuento ¢ IgA-H
0OHapyXEHBI MPU3HAKH MOBBIIIEHHOW MPOHUIAEMOCTH TOHKOTr0 KuineyHnuka [135].

Coppo R. et al. BmepBeie omucanu ponb MALT-cucTeMbl KHIIEUHHKA B
natoreneze |IgA-H. IloBpexaenue kumeyHoro Oapbepa U TOBBIIICHHOE
BCcachIBaHUE MUIIEBBIX AHTUTEHOB HapymamoT UMM YHOJOTHUYECKYIO
TOJIEPAHTHOCTbh, YTO, B CBOIO OYEpEe/b, 3aIyCKAET KacKaJ peakluil: yCUICHHBIN
UMMYHHBIH OTBET, Pa3BUTHE CYOKIMHUYECKOTO BOCIMAJEHHUS B KHUIICYHUKE U
aktuBanuio cuate3a Gd-1gAl, kotopsiil nenonupyetcs B Me3anruu B coctare MK
[50].

Ocob6oe 3HaueHue B 3ToM koHmenuuu uMmeeT neauakus (1K), roe rmroren
(ocHOBHOU 3THONOTHYEeCKUI (pakTop) moBpexaaeT COTK, akTuBUpYysS UMMYHHYO
cucTeMy kumeynuka [13, 22].

K — ayTOMMMYHHO€ 3a0osieBaHUE TOHKOTO KUIIEYHHUKA,
xapaktepusytomeecs runepperenepatoproit arpodpueit COTK u cnenupugeckum
CEpOJIOTUYECKUM OTBETOM Ha YyHOOTpeOJieHHWe TJITEHAa y TEeHEeTUYECKH
penpacioioKeHHbBIX Ul [22].

Hapyuienne BcacbiBaHUSI NUTATENbHBIX BEUIECTB BO3HUKAET BCIIEJCTBUE
atpopuun COTK, a BoBiedyeHHE JPYTUX OPraHOB MU CUCTEM OOYCIOBJIEHO
ayTOMMMYHHBIMH MpolleccaMu. ['JTaBHBIM MPOBOIUPYIOIUM (PAKTOPOM SIBISETCS

IJIIOTEH (pacTUTENbHBIN O€JI0K 3JaKOBBIX), KOTOPHIA HE MOJABEPTraeTcs MOJTHOMY
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TUIPOJIN3Y U 00J1a1aeT TOKCUYSCKUM U KMMYHOTCHHBIM jeicTBuem [9, 13, 14, 15,
38].

I[To nmamueim  Collin P. et al. y mamuentoB ¢ IgA-H 11K O6buia
AUarHoCTHpOBaHa B 3,6% ciydaeB (paHee MM BIEPBBIC), YTO 3HAYUTEIBHO
MpEeBBIIIAET NPEAINOJaraeMyl pacnpoCTPaHEHHOCTh TMOCJIEAHEW B oO0meH
nonyasiuu (0,5-1%) [43].

[lo MHeHMIO wHcclegoBaTesei, mNpsMas KOppeasuus MeXAYy BBICOKUMU
TUTPpaMHU aHTUTIUaAUHOBBIX aHTUTel (AT'A) uw IgA B CBIBOPOTKE KpPOBU
00BsACHsETCA runeppeakTuBHocThio |gA-npoayuupyoomux B-nuMmdpouuTtos,
MOJTBEPXKAasi POJIb MHUIIEBBIX AHTUTCHOB (BKJIIOYash TJIOTEH) B pPa3BUTHU
riomMepyaspHoro 3aboneBanus [64, 65, 86].

Takum obpazom, xpoHuyeckoe ocnanenue, NOGbIULEHHAS NPOHUYAEMOCHb
KUWe4YHOU CMeHKU U 6030elcmeue NUUEesblX AHMUSEeHO8, MAKUX KAK 2lmeH,
cnocoocmeyiom — aKkmu8ayuu  UMMYHHO20 Omeema  CAUSUCMBIX  000]0YeK
Kuweunuxa. Imo npusooum k cunmesy Gd-IgAl, komopwiii denonupyemcs 8

Me3aneuu novex, popmupys xapakmepuyio mopgonocudecxkyro kapmuny IgA-H.

1.5 CpiBOpPOTOYHBIC MAPKEPHI HEJMAKUN Yy NaMeHTOB ¢ |JA-HedponaTueii

Cssa3p IgA-H c 3a0oneBaHusIMU KHUIIEYHHKA CO37ajka MPEIANOCBUIKU IS
MPOBEICHUS DKCIIEPUMEHTAIBHBIX U KIMHUUYECKUX UCCIEI0BaHUM, HATPABIECHHBIX
Ha pa3pabOTKy HOBBIX JUArHOCTUUYECKHX U TEPANECBTHYECKUX CTPATETUH Hid

nedeHus u npodunaktuku [gA-H [63].

OKCcHepUMEHTaIbHOE JO0KAa3aTeIbCTBO POJM MHUIIEBBIX AHTUTEHOB B
pazsutuu IgA-H Opimo monmydeno B pabore Emansipator S. et al. Yuensie
YCTAaHOBWJIM, YTO HA MBIIIMHOW MOJIEJIN BBEJICHHUE B PAIlMOH YK30TCHHBIX OCIKOB
(smyHoro ansOymuHa, ¢deppuTUHa U ObIYBETO Y-TIAO0YJIMHA) UHIAYIUPYET

o0pa3zoBaHME B MOYKAX XapaKTEPHbIX ME€3aHTHaIbHbIX Aeno3uToB IgA [59].
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CornacHo JaHHBIM MPOUUIBIX JIET, y ManueHToB ¢ |gA-H 6e3 knuHu4YecKkux u
MOpP(hOJOTUYECKUX MPU3HAKOB TIIIOTEHOBOW JIHTEPOMATHUH, B CHIBOPOTKE KPOBU
yacTo BoisBIsAOTCA AT, cienuduunbie i LK. 9To cBUAEAbCTBYET O BO3MOKHOMU
pOJIM MUIIEBBIX AHTUTEHOB B MAaTOTEHE3€e rioMepyisipHoro 3adoneBanus [11, 21,
65, 86, 113, 120, 124].

Accomuanus IgA-H ¢ rucronormuecku moareepxkaeHHoi I[K omucana B
autepatype B ¢popmare KIMHMYecKuX HaOmogenuu [10, 52, 70, 137, 149, 150].
Bnusnue AT'J] na aktuBHOcTh IgA-H mn3yueHa B OTHEIbHBIX HAOMIOAEHUAX U B
HeOOJBIINX HEKOHTPOJIUPYEMBIX HccleaoBanusax [12, 47, 81, 161].

Tak, Cheung C. et al., ocHoBbIBasCh Ha COOCTBCHHBIX HAOJIIOJCHUSIX,
NPEAJIOXKUIN TEOPHIO, COTJIACHO KOTOPOM TOBBINICHHBIM MMMYHHBIM OTBET Ha
IJIIOTEH  YBEJIMYMBAeT  MPOHHUIIAEMOCTh  KHUIIEYHHKA M CIHOCOOCTBYET
dbopmupoBanuo HedputoreHabix MK, koTOpbhie cnOCOOHBI JEMOHUPOBATHCSA B
ME3aHTHH TOYCYHBIX KIYOOUKOB M oBpexaaTh ux [40].

I[Io MHEHHIO aBTOpPOB, HApyUIEHHE MJIOTHBIX KOHTAKTOB J3MUTEIUOIUTOB
noBbIIIaeT adCOpOLMIO MUIEBBIX aHTUTEHOB (TitoTeHa). [Ipu 3ToM TpaHCHUTO3
IJIMAaJUHOBBIX TENTHIAOB uYepe3 KHUIICUYHBIH Oapbep MOXKET OBITh ONMOCPEIOBaH
slgA. Ilentunasl TAMaJMHa WHTAKTHO MPOHUKAIOT B MOJCIM3UCTBIA CJIOH, TIe
dbepMeHT TkaHeBas TpaHcriytamuHasa 2 (1TI-2) ux nezamuaupyet [40].

Jle3aMuIMpOBaHHBIN TJIMAJAWH MOTJIOMAETCS AHTUIEH-NPE3CHTUPYIOMMUMU
kietkamu (AIIK) (meHapuTHBIC KIETKH, Makpodaru), B3aumoaeictys ¢ CD4" T-
nuMmdonuTaMu. AKTUBUPOBAHHBIM KIETOYHBIM WMMYHHBIM OTBET MNPUBOJUT K
MPOYKIIUUA TPOBOCTATUTENbHBIX TUTOKMHOB (pakTop Hekpo3a onyxonu o (PHO-
a), uareppepon ramma (MDH-y) u np.), BeizeiBas atpoduto COTK, amomrto3
AMUTEINANBHBIX KJIETOK M JlajbHelIlee MOBBIIIEHNE KUIIEYHOW MPOHUIIAEMOCTH.
[TapannenbHO CTUMYJIUPOBAHHBIA TyMOPaJbHbIH HMMYHHUTET HWHIAYIUPYET
nponyknuo AT'A IgA u 1gG u AT tTT-2 B-numponuramu MALT-cuctemsr [40].

[Tomamas B cucteMHublii KpoBOoTOK, AT'A IgA dopmupyror UK ¢ sCD89,
KOTOpbIE BIOCJIEJICTBUU JeNOHUPYIOTCS B Me3aHruu. [loBpexknaroiiee qeiicTBrUe Ha

KJIyOOUKH peaiu3yeTcsl 4epe3 HECKOJIbKO MEXaHU3MOB: MOBBIIIEHHYIO SKCIIPECCHUIO0
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peuentopoB CD71 u TTI' 2, akTUBamui0 ME3aHTUANBHBIX KJIETOK M CEKPEUUIO

MPOBOCHATUTEIbHBIX HUTOKUHOB [19, 40] (Pucynoxk 1).
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Pucynokx I — Mooenv namocenemuueckou ceasu IgA-H u [[K

Ilpumeuanue: AT mTI" — anmumena x mxauvesou mpaucerymamunaze 2; UK —
ummynnole komniexcol, AIIK — anmueen-npezenmupyrowue kiemxu (Makpogacu,
Ooenopumusie kiaemku), Thl — T-xernepwvr 1-co muna (omeemcmeennvie 3a

knemounviii. ummynumem);, Th2 — T-xeanepwr 2-20 muna (obecneuusarowue
2YMOPANbHBLU UMMYHHbBIL Omeem)
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[lonTBepxaeHueM naHHoW Tteopun mnartoreHesa IgA-H saBusgercs psn
UCCIENOBAHMUM, YKa3blBAaIOIIMX Ha MPSIMYI0 KOPPEISLUOHHYIO CBSI3b BBICOKOM
koHueHTpauuu AI'A u ceiBopoTouHoro IgA. ABTOpBI CUMTAIOT, YTO YpEe3MEpHOE
notpebjaeHue riTeHa MoxeT uHuiuupoBath |gA-H unu ycyryonasaTe TedeHue
rJIOMEPYIsipHOTO 3a0ojeBaHUs uyepe3 runepcrumynsnuio |gA-npoaynupyrommx
B-nmumdonutos [64, 65, 86].

Coppo R. et al. B sxkcniepuMeHTANBHBIX YCIOBUAX U3YUHIIH POJIb TIOTCHA B
UHIYKIMH ME3aHTHalbHbIX oTioxkeHuit IgA y mpimeir BALB/c. Tlo cpaBHeHHIO ¢
KOHTPOJBbHOW Tpynnoi, ypoBeHb AI'A IgA B CBIBOPOTKE KPOBH M ME3aHTUHU
MOYEUHBIX KJIYOOUYKOB OB 3HAUUTENIBHO BBIIIE Y 0CO0€H, MOMyyaBIINX TJIIOTEH B
coctaBe kopma [48].

B ycnoBusix in VIitro te »e aBTOPbI BHISBUIIN JEKTHUHOBBIC B3aUMOJCHCTBHUS,
NOCPEJACTBOM KOTOPBIX TJIIOTEH CBS3BIBAETCS C ME3aHTHAJIbHBIMHM KJIETKaMH,
BbI3bIBasg HUX Mpoiindepanuio U akKTUBUPYS BbIPabOTKYy HUTOKMHOB — PHO-o u
npocrarnanauia E2 [46].

ITo mHeHuIO psima aBTOpOB, B natorene3e kak IgA-H, tak u IIK npunumaror
yuactue IgA, 1T 2 u peunentop tpancheppuna (CD71) [19]. IIpm LK
ceepxakcupeccuss CD71 u TTI' 2 Ha sHTepoumTax ycuimBaeT TpaHcuuto3 MK
slgA-rnmuanun [89]. [lapannensHo moBwimeHHas 3kcrnpeccuss CD71 u 1T 2 B
ME3aHTUM KIYyOOUKOB TMOYEK YCUJIHMBAET MeE3aHTHalbHble OTiIoXeHus IgA,
dopmupyst Mopdororudeckyro kapruny IgA-H [109, 111].

Berthelot C. et al. mokazanu, uto B ycimoBusax in vivo nipu orcyrcTBuu TTT 2
nemo3unus |gA1 B Me3aHruu modek cHmxaercs [29].

DKkcnepuMeHTalbHOE HcclienoBanue Papista K. et al. ykasamo Ha ydactue
raoTeHa B nartoreHe3e IgA-H. Beuio yctaHoBieHO, 4TO y KMBOTHBIX Ha Al'Jl
nojaaBisiack dkcnpeccuss peuentopos CD71 u 1T 2, yMeHbWIAnuCh
Me3aHruajabHble 1eno3uThl IgA1l U creneHb remaTypuu, a B CBIBOPOTKE KPOBU H
MoYeyHOUW TKaHu He oOHapyxuBanmuch UK IgA1-sCD89 [122].

VYueHble BBISIBUIM, UTO CTENEHD TsKeCcTU U MaHupecTanus [gA-H nanpsimyto

KoppenupoBaiu ¢ apduHHOCTHIO cBsA3bIBaHMS riauaauHa ¢ sCD89. IlapamnenbHo
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TJIIOTEH CTUMYJIHPOBAJ KUIMIEYHYIO ceKpenuio [gA 1, mHUIUUPYS BOCTIAIMTEIbHBIN
npolecc u arpouyeckne U3MEHEHU B CIU3UCTON TOHKOM kumku. Habmrogamocs
IpsIMOE COOTBETCTBHE MEXAY ypoBHEM AI'A B KpOBM M MHTEHCHUBHOCTHIO [IV.
[lonHoe wWCKiIIOYEHHWE TIIOTeHAa u3 pamuoHa d3P(PEeKTUBHO MNPENATCTBOBAJIO
GOpMHUPOBAHNIO ME3aHTHANBHBIX JAEMO3UTOB IgAl W 3HAYUTETBHO CHHXKAIO
BhIpakeHHOCTH [IY u remarypum [122].

Ludvigsson J. et al. moka3anu, uro y manuentoB ¢ LIK puck paszsutus ['H
NOBBINIEH BABOE, a moTpebHOoCTh B 31T (Amanu3 wim TpaHCIIaHTAIUA MOYKU) —
noutu BTpoe [94].

Welander A. et al. BbIABUMIM MMOYTH TPEXKPATHOE YBEIWYCHHE pPHUCKA
pazButuss TIIH cpeau Gonpubix ¢ IIK [153]. Puck pasButus IgA-H y stux
HalMEeHTOB MOBBIMIeH B Tpu pasa: OP 3,03 (95% AU 1,22-7,56). Ilo naHHBIM
uccinenosanus |gA-H nuarnoctupoBana y 0,026% namuenTtoB ¢ IIK vs. 0,008% B
rpyime KoHTpois [154].

Cxoxue pe3yiabTaThl OBUIM MOJYYEHBl HCCIEA0BATENbCKON Tpynmoin
Wijarnpreecha K. et al. ABropsl ormeTHiIn, uto y nanueHToB ¢ LIK puck paszsutus
IgA-H u TIIH Bbimie, uem y nun 6e3 takosoit: OP IgA-H 2,62 (95 % AU 1,27—
5,42); OP TIIH - 2,57 (95% U 2,03-3,24) [157].

B uccnenoBanuu Nurmi R. et al. ormedeno, urto y manmentoB ¢ LK OP
pa3BuTHs 3a00seBanmii mouek coctapiseT 1,85 (95% AU 1,12-3,03), OP pa3sutus
aoboit mopdonornueckoit popmel ['H 3,37 (95% AU 1,64—6,95), OP pazsutus
IgA-H 18,98 (95% AU 2,29-157,63) [116].

[IporuBomonoxxHeie AaHHble mosydeHbl Moeller S. et al. ApTopsr He
BBISIBUJIM CTaTUCTHYEeCKU 3HauuMoil cBsizu mexay |gA-H u K. YyactHukos
WCCIENOBAaHUS pAa3JEIUIM HAa TPH TPYNNb: TAMUEHTHI C MOPQOJIOTHYECKU
nonreepxkaéuauon IgA-H (n=99), nanueHTHI ¢ MOP(}OIOTHYCSCKHU MOATBEPKIACHHON
K (n=30) u xoHTpoJsbHas rpynmna (N=96). Bcem mammeHTaM ObLIa TpOBEICHA
ceponoruveckas guarnoctuka: AI'A IgA/IgG, AT AT 1gA/IgG, AT TTT 1gA/1gG
[102].
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CratucTuuecku 3HaUUMBbIX MeXTrpynnoBsix paznuuuil AT TTI IgA (p=0,60);
AT JIIT IgG (p=0,99); AT AIII" IgA (p=0,45) He ycTanoBineHo. YpoBuu ATI'A IgA/
IgG, AT AIIT IgA/1gG, AT TTT IgA B rpynne nauuenToB ¢ LK Obuin 10cTOBEPHO
BBIILIE [0 CPAaBHEHHUIO ¢ KOHTPOJbHOU rpynnoi u rpynnoit IgA-H (p <0,001 nas
Bcex cpaBHeHumit) [102].

Coppo R. et al. Ha HeOonbIO# rpynne manueHToB ¢ IgA-H (n=29) ormeTHIN
nojioxkutenbHoe Biausinue Al'J] Ha knunuyeckoe teuenue IgA-H. JlaGopatopHo y
OOJBHBIX OTMEUANHCh Mepcuctupywmas rematrypusi, [IY u BbICOKMI YpPOBEHB
WK IgAl B ceiBopoTke kpoBHU. Uepes 6 mecsaueB cobmonenuss AI'Zl y 60abpHBIX
3aukcupoBaHbl HopMmanbHbie 3HaueHuss [[UK IgAl, AT'A, cumxenue I1Y u
remarypuu [47].

ITo nanueiM uccienoBanus Fornasieri A. et al. y 3,3% nanuentos ¢ IgA-H
K Obl1a quarHocTUpoBaHa HAa OCHOBAHMM MOP(OJOTHYECKOTO HCCIEIOBAHUS
COTK ¥ TmOJOXHUTEAbHBIX PpPE3YJbTATOB CEPOJOTMYECKOrO HCCIEIOBaHUS
ceiBopoTkn kpoBu (AI'A IgA). Ha done AI'J[ y HHUX OTMEUEHO 3HAYHUTEIBHOE
cumxenue [IY u rematypuu. ABTOpBHl OTMEYalOT, YTO OJHOMY MAalMEHTy OblLia
BBITIOJIHEHA IMOBTOpPHAs HeDPOOHOICHs, MO pe3ysibTaTaM KOTOPOW OOHApyKEHO
3aMeTHOE CHMI)KCHHE Me3aHTHalbHBIX oTinoxkeHuit IgA u C3 [65].

B pabGore Habura I. et al. mpuBoguTcs kIumHHYeckoe HabOmwogeHUe 24-
JIETHETO MalieHTa ¢ Mopdosioruuecku noarBepxkacéanou IgA-H, nporekaromei ¢
HepOoTHISCKUM CHHJpOMOM. B xo1e oOciaenoBaHus y 60JIbHOTO OB BBISBICHBI
MOBBIILIE HHBI I YPOBEHbD MEeYEHOYHBIX TpaHCaMHUHa3 u NpU3HAKHU
XKene30AePUIUTHON aHEeMHH, YTO TMOCIYXKHJIO OCHOBAHHEM JJi MOJO3PECHUS Ha
K. Ceposioruueckoe HcCCleJJOBaHHE MOKA3aJ0 MOJIOKUTEIbHBIE PE3YJIbTAThI IO
AT A 1gA/IgG u ADM. Tucrosnoruyeckoe wucciegoBanue COTK BwIssBuUIO
M3MEHEHHUs, cooTBeTcTBytomue 3B cragum mo kmaccudukanum Marsh, dTo
OKOHUYaTedbHO moATBepAuno auarnHo3 I[K. IlamuenTy Obplla Ha3HadYeHa
KOMIUJIEKCHass Tepamnusi, Brkioyvatomas Al'J[, UHruOUTOpHl AHTHOTEH3UH -
npeppamatuero pepmenra (MAIID) u nepopansusie Gopmel xeneza. Ha doue

IpOBOANMOTIO JICYHCHHUA B TCUCHHUC ICCTH MCCALICB Ha6n}0naﬂa05 IIOJIOXKHUTCIIbHAsA
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NUHAMHUKa: JOCTUTHYyTa peMHCCUS HePpPOTUYECKOr0 CHUHIpPOMA, OTMEUYEHO
CHU)KEHUE TUTPOB CIEUU(PUUECKUX aHTUTEN, a TAKXKE yIydlleHUEe Ta00paTOPHbBIX
nokaszarenei [70].

UccnenoBarenbckas rpynna Costa R. et al. mpoaeMoHcTpupoBana cBs3b
mexay IgA-H wu LK. DOra cBA3p paccMmaTpuBaeTcs C TOYKH 3pEHHS
MMMYHHOOIIOCPEAOBAHHOTO TJIOTEH-UHAYIUPOBAHHOTO MEXaHHU3Ma, KOTOPBIH
NpOTEKaN MPU OTCYTCTBUE Kiaccuueckux mapkepoB [IK: arpodun Bopcun COTK
u cneuuuaHeix 111 IIK AT B ceiBopoTke kpoBu [52].

B ueHTpe ONMHMCAaHHOrO KJIMHUYECKOTO ciyyas Haxoauics 39-neTHui
MYKYWHA, KOTOpBIM oOpaTuics 3a MEIUIMHCKOW TIOMOIIbIO B CBA3H C
000CTpeHHEM MYKOBHUCIIM/103a, aCCOLMUPOBAHHOTO ¢ caxapHbIM nuabdetom. Ilpu
obcnenoBaHuu obOpamanu Ha cebs BHUMaHHE rematypusi, ymepennas I[1Y no 1
r/cyT u HapylmeHue GyHKIMU MOYeK — KPEeaTUHUH KpoBU cocTaBuia 1,5 mr/amn. Ilo
NOKa3aHUSIM TAIMEeHTY BBINOJHEHA MYHKUHOHHAs Ouorncus mnouyku. Pesymbprar
MOpP(]OIOTUUECKOr0  HCCIEeAOBaHHWSA  MO3BOJWMI  JauarHoctuponath  IgA-H.
['ucTonorunueckass  KapTUHA  BKJIKOYaja  NPU3HAKK  ME3aHTHAIBHOM U
sHAOKanuUIsipHO ponudepannu (cornacHo Okchopackoit knaccupukanuu - M1
E1 SO TO) [52].

[TapamnensHo wu3-3a kano® Ha JgucHencudeckue sBieHus (0oab U
ITUCKOMGOPT B DJNHUracTpajlbHOM 00JacTH, TOMIHOTA) OBLIO BBITOJHEHO
sHAOCKOTHYecKoe wucciaemoBanue BepxHUx otraeiaoB JKKT c¢ Oumoncueir COTK
(onHa Oworicus B3siTa U3 JIYKOBUIILI ABeHanunatunepctHon kumku (AIIK) u tpu
o6uoncun u3z "Hucxoxasamero otaena JIIK). I[Ipu ctangapTHOM THCTOJOTHYECKOM
HCCIIEJOBAHUU C OKpallMBaHUEM IeéMaTOKCUIMHOM U 303uHOM cTpykTypa COTK
oKasajach B Mpejienax HOPMbI, 0€3 MPU3HAKOB aTpodu BOPCUH WU MOBBIIICHUS
MEXIMUTEIUAIBHBIX JTUMQPONUTOB, XapaKTepHbIX Jng kiaccuueckon [IK.
Ceponoruueckoe uccieaoBaHue, HampaBiieHHOe Ha BoisiBieHHe ADM u AT 1T
IgA/1gG, Takxe TOKa3ajlo OTPULATEIbHBIN pe3yinbTar. Takum o0pa3om,

cTaHaapTHbIe kKputepuun nuarnoctuku L[K orcyrcTBOoBanm [52].
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KnroueBbIM OTKpPBITHEM aBTOPOB CTAJO BBISIBJIEHUE METOJIOM JIBOMHOMU
uMMyHoQroopecueHuu otioxeHnud TT1-2 kak B COTK, Tak 1 Me3aHTuu NOYEK.
DTOT MeTOJ, MepBOHaYalbHO onucaHHbli Karponay-Szabo et al. [82], mo3Boaser
OJTHOBPEMEHHO BHU3YaJIM3UPOBAThH pPa3IMUYHbIE OCJNKH M U3y4daTh UX COBMECTHYIO
Jokanu3auuoo. BaxHo OoTMeTHTh, 4TO B HedpoOuonTtarax otaoxenus TI 2
Tonorpauuecku TOYHO COBMAJAJU C ME3aHTHAIbLHBIMU OTHOXeHUusMu IgA, dTo
yKa3bIBaeT Ha UX BO3MOYXKHYIO B3aUMOCBs3b B matorenese IgA-H [52].

[Ilpynumasi BO BHHUMaHUE BBICOKYIO akTUBHOCTH IQA-H (remarypus, I1V,
npoiudepaTuBHble U3MEHEHUs B HedpoOuomnTaTe), mauMeHTy Obljla Ha3HayeHa
UMMYHOCYyIIpeccuBHas tepanus ritokokoptukocrepounamu (I'KC). B pesynbsrare
NPOBOJMMOMN Tepanmuu OTMEYalics TOJOXHUTEIbHBIN KIUHUKO-JIAa00paTOPHBII
orBer: IIY cHuzumacs npo 0,1 r/cyT, a MoOYeBOHl 0cCaJOK MOJIHOCTHIO
HOpMaJIM30BaJicd. B TOT mepuoa nuEeTHUECKHE PEKOMEHIAUMUU HE Mpeanojaraiu
NOJIHOE UCKJIIOYEHHUE TIII0TEHA U3 pallMoHa.

OnHako, OCHOBBIBAsICh HAa OOHapy>XeHUH OTIOXeHUuU TTT 2 B KUIlIEUYHHKE,
aBTOpPBl NPEAINOJOKHUIU, UYTO OTH OTJIOXKEHHUS MOLYT CIYXHUTb pPaHHUM
UMM YHOJIOTUYECKHUM MIPEAUKTOPOM MOTEHIMAIBbHO pa3BuBaromeics LK, gaxe npu
OTCYTCTBUM cepojorndeckux wmapképoB u Buaumoit arpobpuum COTK. [us
NPOBEPKU ITOW THMOTE3bl 4Yepe3 ToJ MalMEHTy Obljla BBIMOJIHEHA KOHTPOJIbHAS
sugockonus ¢ 6uoncueir COTK, necmorps na orcyrctBue AT tTI' IgA/IgG B
CBIBOPOTKE KpOBHU. Pe3ynpTaTsl MOBTOPHOTO OOCHENOBAaHUS  OKa3alUCh
3Ha4YMMBIMU: BbIsIBIEHBI MOphonoruueckue usmenenuss COTK, coorBeTcTBYIOMME
2 craauu no kiaccupukanuu Marsh u xapakrepusyromuecs runepniaa3ueiit KPUIT
IIpU COXPaHHOU BBICOTE BOpCHUH. Ha OCHOBaHMM 3TUX JaHHBIX MALIMEHTY BIIEPBbHIE
Oblta HazHayeHna AL/ [52].

JIaHHBIM KIWHUYECKHU CIydal NMOJAYEPKHUBACT HAJIUYHE MATOTC€HETUYECKOU
cea3u mexny IgA-H un LK, maxke npu OTCYTCTBUM XapaKTEPHBIX NPU3HAKOB
atrpodpuu COTK u oTpumartenbHbIX pe3yibTaTaX TECTOB Ha ChIBOpOTO4YHbIE AT,
cneruduunbie A LK. [IpoBenenue nanpHEeHIMNUX UCCICAOBAHUN, HAIPABICHHBIX

Ha BBISIBJCHHE ME3aHTHAJIbHBIX OTJOXeHuil TTI-2 y 3HauuTenbHOU BBIOOPKU
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nmanueHToB ¢ IgA-H, mo3Bonut ompenenuts, kKak yacto [gA-H paszBuBaercs
BCJIEJCTBUE JTAHHOTO AayTOMMMYHHOTO MexaHu3zma. Kpome Toro, Ttakue
MCCJIEeIOBAHUS MMOMOTYT YCTaAHOBUTH, criocoOHa Jau Al'J] mog0XKUTENbHO NOBIUATH
Ha TEYCHUE M UCXO0J 3a00JIeBaHUs MOYEK y 3TOM Kateropuu nanueHtos [52, 115].

B uccnenosanuu Ots M. et al. BnepBbie Oblila IpeAIOKEHA OLIEHKAa YPOBHS
AT'A B KauecTBe JOMOJHUTEIBHOTO NPOTHOCTUYECKOT0 HHCTpYyMeHTa nipu 1gA-H.
[lonyuyeHHble AaHHBIE MPOJAEMOHCTPUPOBAIM UYETKHUE KIMHHUKO-JIAa0OpaTOpHbIE
B3aMMOCBSI3HU, T'/I€ BbIcOKas KoHUeHTpauus AI'A uMena npsiMmyro 3aBUCUMOCTb OT
IPOJAOJDKUTEIbHOCTH 3a00ieBaHus, Bo3pacTa namueHToB u ypoBus AJl [120].

B rpynne nanueHToB ¢ BhICOKUM TUTpoM AI'A HaOntonanack BbIpake€HHas
noyeuHas aucyskuus: gocroBepHo Oosiee Huzkags CKO. Ilpu »stom
Mopdornoruueckas kapTuHa B HedpoOumontatax (OLEHEHHas MO CTaHAAPTHBIM
TUCTOJOTUYECKHUM MMOKA3aTeNsIM) CTATUCTUYECKU 3HAYUMO HE pa3inydaiach MEXIYy
rpynnamMu Cc BBICOKUM M HU3KUM ypoBHeM AI'A. HecmoTps Ha oTcyTcTBUE
pa3auyuil B OCHOBHBIX MOP(OJIOTrHYECKUX MapaMeTpax, y NallueHTOB C BBICOKUM
TuTpoM AI'A yamie BbIsABIsAIACH O0Jiee BhIpAaKEHHAs! CTENIEHb HHTEPCTUIMATIBHOTO
¢bubpo3a, KoTopas KoppeaupoBaja C JAByMsS 3HAUYUMBIMH  (daKTOpaMu
nporpeccupoBanus: ypoBaeM AJl u Benuunnoit CITY [120].

Ilpusnanue ponu MyKo3anbHO20 UMMYHHO20 OmMEemda HA IK302€HHblE
anmuzensvl 8 obpasosanuu oeghexmnoco IgA pacwupsem mpaouyuonnvle 83213006l
Ha namocenez 1gA-H. Jlannas kKonyenyus onpedeisem 08e Klloyegvle
uccireoogamenbCcKue 3a0avu: 60-nepevlx, O0OHApYHCeHUe NAMOSHOMOHUYHBIX
NPU3HAKOB8 AKMUBAYUU IMO20 MEXAHUIMA, U 80-8MOPbLIX, NOUCK OONOJHUMEIbHbLX
Kpumepuesg 01 HNPOCHO3UPOGAHUs ucxooa 3abonesanus. OOHUM U3 MAKUX
NOMeHYUaibHblx npeouxmopos evicmynarom AT 6 cvigopomke Kposu,

cneyughuunsie oas I[K.



38

1.6 IpeauxkTopsl nporpeccupoBanus lgA-nedpponaruu

Cornacuo pexomenganusM KDIGO (Kidney Disease: Improving Global
Outcomes), KpuTepueMm BBICOKOTO pucKa mnporpeccupoBanus IgA-H cuyxur
croiikasa I1Y cBeime 1 r/cyT mocne Tpéx mecsueB Tepanuu OJOKATOpaMU PEHUH -
aHTUOTEH3UH-anbaocTepoHOBOU cucteMbl (PAAC) B anexkBaTHOM, MaKCUMaJIbHO
NEePEeHOCUMOM JO3UPOBKE [2].

MHorouunciieHHbIe ucclenoBanus wuaeHtupumupywtr IIY B kauecTBe
HE3aBUCHUMOTO MPEAUKTOPA YXYALIeHUS ToueuHo ¢pyHkuuu u pazsutus TITH npu
IgA-H [53, 126, 147]. HecMoTps Ha Ba)XHOCTh Pa30BbIX H3MEPEHUN, COBPEMEHHBIC
aBTOpPBI aKICHTUPYIOT CBOE BHHMAaHHE Ha MPOTHOCTHYECKYK I[€HHOCTH
ycpennenHoro mnokasatensa IIY (cpllY). Paccuutanusiii 3a nepuon ot 6 mo 12
MECsIIeB, JaHHBIM MapaMeTp IEMOHCTPUPYET MaKCUMAIbHYK CTATHUCTUUYECKYIO
3HAYUMOCTh B OTHOUIEHUH JTIOJTOCPOYHBIX MOYEUYHBIX UCX010B [62, 87, 146].

Knrouessim otnuunem IgA-H ot apyrux dopm xpouundeckoro I'H sBasercs
HaJIM4ue TMpsMON Koppenanuu wmexay ypoBHeM IIY cBeime 1 r/cyr
NPOrpEeCCUPYIONMIUM CHUXKEHUEM QYHKIIMU MoYeK, oneHuBaeMoit mo CK® [105].

B pamkax uccnegoBanus VALIGA Owuto ormeueno, uto cpllY menee 0,5
I/CyT CIYy>XUT HaJIEKHBIM UHIUKATOPOM OJArompUsITHOTO MOYEYHOT'O MPOTHO3a IO
cpaBHeHuO ¢ cpllY B nuamaszoune 0,5-0,9 r/cyT. [51].

CHmxeHne JKCKpemuu Oenka B Mode A0 ypoBHA <l r/cyr sBusercs
CyppOTaTHbIM MAapKEpOM, YyKa3blBAaIOIIMM Ha YyJIy4YlIEHUE JOJTOCPOUYHOTO
MOYEYHOT0 MporHo3a y nauueHToB ¢ [gA-H. Ognako croiikas I1Y B npenenax 0,5—
1 r/cyT accoumupyeTcs C MOBBIIEHHBIM PUCKOM MPOTPECCUPOBAaHUS 3a00IEBAHUS
[2].

Cornacuo manusiM Reich H. et al., reMnbsl mporpeccupoBaHusl MOYEUHOU
IUCHYHKIIUU HAXOMSITCSA B MPSIMON KOPPEIAIMUOHHOW 3aBUCUMOCTH OT CTENEHU
I[TY. HabGnwonenuss AEeMOHCTPUPYIOT, YTO Y MAIMEHTOB C coxpanstomieiics I1Y

cBeiie 3 r/cyt ckopocTh cHuxeHuss CK® B 25 pa3 mpeBblliaeT aHaJIOTHUYHBIN
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nokaszateib y OonbHbIX ¢ ypoBHeM IIY menee 1 r/cyr. Ilpu stom pacuerHas
eXeroaHas noTepst PyHKIUH MMOYEK B 3TOM rpynmne gocturaet 8,6 mi/muH [126].

B uccnenoanuu Barbour S. J. et al. ycranoBiieHo, 4To Takue KIMHUYECKHE
rmapamMeTpbl, Kak BbIpaxkeHHOCTb IIY, ypoBeHb KoHTposnss AJl um HCXOOHOE
COCTOSIHME TMOYE€YHOW (yHKUMHU, 00JanalT HE TOJbKO CTaTUCTUYECKOU
3HaYMMOCTbIO, HO U HE3aBUCUMOMN MPOTrHOCTUYECKON LIEHHOCTHIO B OI[EHKE pUCKaA
HEeOJIaronpUsTHOTO MOYEUHOTO ucxoaa [24].

B pe3ynbprare ananu3za koroptel nauueHToB ¢ IgA-H, xapakrepusyromieiics
HeOJaronpusiTHBIM NPOTHO30M U HU3KOW 10-7eTHell moueyHO BBI)KMBAEMOCTHIO,
Coppo R. et al. waeHTHdUIMpPOBaIN TPH KIHOYEBBIX MNPEAUKTOPA OBICTPOTO
nporpeccupoBaHus 3a00J€BaHUs: TMOBBIIIEHHYIO KOHIIEHTPAIIMIO CBIBOPOTOYHOTO
KpeaTUHHHA NMpU NocTaHOoBKe nuarno3a, AI' B anamuese u I1Y HedpoTHueckoro
ypoBHs (cBbime 3,5 r/cyr) [45].

Uccnenosanue Berthoux F. et al. namo konu4ecTBEHHYIO OLEHKY BIUSHUS
AT Ha ponrocpounbiii mporao3 IgA-H. Tak, wanuuume AI' B neGrore IgA-H,
accouuupoBaiiock ¢ 15% pHCKOM JOCTHXEHUS KOMOMHUPOBAHHOW KOHEUHOM
TOYKHU (CMEPTHh WU MOTpeOHOCTh B nuanuse) B teueHue 10 net. OrcyrctBue Al B
nebtore |gA-H cumxano stot puck 10 3% (<0,0001), uTo mogYepKUBaET BaXKHOCTh
UCXOJHOTO COCTOSIHUSI CE€pACYHO-COCYIHCTOW CHUCTEMBbI. Y TMALUEHTOB C
koHTponupyemorr Al'  10-meTHHH pUCK HEOJArompuUsATHOTO HCXO0Ja OBLI
MUHUMaJIbHBIN — Bcero 1%, Toraa Kkak y maljieHTOB ¢ HEKOHTpoaupyemoit Al stot
puck coctasui 19% (<0,0001) [30].

B nccnenosannu Bobart S. et al. 6s11a npoananu3upoBaHa MPOTHOCTHIECKAS
poir Mukporemarypuum npu I[gA-H. Amnanu3 npaHHbBIX € DONpPaBKOM Ha
IIATEIBHOCTh HaONmOAeHUus, ypoBeHb I[IY © cTenmeHb WHTEPCTUIIHUAIBLHOTO
¢ubpoza/atpodun xanambueB (T) BBISABUI, UYTO TIKECTh MHUKPOTEMATYpHU
SABIISIETCS HE3aBUCUMBIM MpeaukTopoM mnporpeccupoBanus IgA-H. Tak, kaxmoe
YBEJIMYEHHUE BBIPAXKEHHOCTH MHUKpPOTEMATypuu ObIJIO  aCCOLUMUPOBAHO C
JTOCTOBEPHBIM €XeroaubiM cHuxeHnem CK® wa 0,81 mu/mun/1,73 m? (95% JAU:

1,44-0,19; p=0,01). [Ipu 3TOM B rpymnmne ¢ BbhIpa)k€HHON MUKporematypueiu (=21
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SPUTPOLUUT B TojJe 3peHus) ckopocTh cHuxkeHuss CKO® pgocrurama 3,99
mi/mun/1,73 M2 B rox (95% JAU: 6,94-1,05; p=0,008) [33].

MHorogpakTOpHbIN perpecCHOHHBIN aHau3, BRIMONTHeHHBIH Weng M. et al.
UJIEHTU(GULUPOBAT HE3aBUCHUMBbIE MPEIUKTOPHI JTOCTUKEHUS KOMOMHUPOBAHHBIX
koHeuHbIX ToueK (50% cHuxenune pCK® unu paszsutue TIIH): mepcucrennus
MHKporeMaTypuu B TedeHue HaOmoaenus (OP: 0,004 [95% AU: 0,001-0,008];
p=0,010); runoansoymunemus (OP: 0,845 [95% JAU: 0,716-0,998]; p=0,047);
ucxoquno Huzkas pCKD (OP: 0,959 [95% JAU: 0,927-0,992]; p=0,017) u
HeoOpaTuMbie MOpdoorniyeckre u3MeHenus B Tkauu nouku (T1-T2) (OP: 12,038
[95% JAW: 3,074-47,136]; p<0,001) [155].

UccnenoBanue JlobponpaBoBa B. A. u co0aBT. BBIICIMIO KOMIUIEKC
KJIMHUKO-MOP(POJOTHYECKUX MPEIUKTOPOB HebnaronpusitHoro teuenus IgA-H y
poccuiickux nanuenToB. Ctpatudukamnus pucka npu [gA-H BkioyaeT He TOJIBKO
TUCTOJOTUYECKHUE KPUTEPHUH (TaKue KaK BhIpaXKEHHBIA HHTEPCTUIIUATbHBINA HUOpO3
(T2) unum Hanuuue MONYyNyHUI), HO U psa HemMopdoaoruueckux ¢aktopoB. K
YUCIy 3HAYUMBIX JAeMOTpadUYeCKUX XapaKTePUCTUK OTHOCHUJIICS MYKCKOHW MOJ U
MOJIOJION BO3pacT MaIlMEHTOB, a CpeAud KIMHUYECKUX mnapameTpoB — Al
(ouenuBaemas no cpenHemy AJl) u cHuxkenue pCK®D, BbIsIBI€HHBIE HA MOMEHT
Bepud KA quarLosa [5].

Jlnst TouHOW cTpaTU(PUKANMKU HWHAUMBUAyAJIbHOTO pucka pa3putus TITH
Tanaka S. et al. pa3zpaboranu u BamuIUpPOBAIH MPOTHOCTHYECKYIO OaLIHBHYIO
Moaenb. OHa BKJIIOYAeT KIMHUYECKHE MOKa3aTeld Ha MOMEHT HehpoOHOICHU:
ypoBeHb CIIY u pCK®, a Tak)Ke THCTOJIOTUUYECKHE TIEPEMEHHBIE: ME3aHTHaIbHasl
nponudepamus (M), cermeHtapubiii ckiaepo3 (S) m T. Kaxgomy daktopy
npucBanBaeTCs ONpeneneHHbI O0amn. PacueT cymmapHoro 6ajnsia pucka no3BoJisieT
oueHuth BepossTHOCTh TIIH. Tak, mccienoBanume aBTOPCKOM T'PYNIIBI MOKa3alo,
YTO yBeJIUYeHUEe cymMmmapHoro 0amna Ha | mynkt noseimaet puck TIIH B 1,33 paza
[95% JAW: 1,18-1,50] [144].

UccnenoBanne Schimpf J. et al. BbIABUIO 3HaYMMBIE CBSI3U MEXAY

rucronaTojorndyeckumu npuzHakamu no Oxcdopackoit kinaccupukanuun (MEST -
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C) u knuHnvyeckum TeueHueM [IgA-H. Ananus nokaszan, yto M1 koppenupoBana c
yCKOpEeHHBIM exeroanbiM cHmxkenuem CK® (5,06 + 5,17 mu/mun/1,73 M? npoTus
0,79 + 4,50 mn/mun/1,73 m? B rpynne MO; p = 0,002). T1/2 accouuupoBaiuch ¢
HUCXOJHO O0Jlee HU3KUMHU MoKa3zateasiMu pyHkiuu nouek (45,2 £ 15,7 ma/mun/1,73
M2 mpotuB 74,6 + 28,2 mu/mun/1,73 m? npu TO; p <0,0001). IIpu stom S u
sHAaokanuwuisipHas npohaudepanus (E) He mpoaeMOHCTpUPOBAIM CTATUCTUUYECKH
3HAYMMOTO BJIMSIHUS Ha KJIMHUYECKUE ucxoanl [133].

B pab6ore Coppo R. et al. rucromornueckue mapametrper M, S u T
OTIpEJICJICHbl KaK HE3aBUCHUMBIC NPEIUKTOPHl MPOTPECCUPYIONMIETO CHUXKCHUS
noueyHoit pyHkiuu. OcoObli KIMHUYECKUN HHTEpEC MpeAcTaBisieT CBA3b E C
ypoBHeM IIY Ha ™MoMeHT mnpoBeaeHus Ouoncuu. BaxHO, YTO JaHHBIN
MOpGOJIOTUUECKUN MapKep HACHTUPUIIUPOBAH KaK CaMOCTOSTENbHBIH (akTop
pUcCKa mporpeccupoBaHus 3a00JeBaHUs y MalMeHTOB ¢ MuHuManpHou I1Y (<0,5
r/cyT), 4TO CBUJETEIBCTBYET O €ro BBHICOKOW MPOTHOCTUYECKOW IEHHOCTHU Ha
panHux ctagusax [gA-H npu oTcyTCTBUH BBIPa)XEHHOTO MOYEBOT0 cCUHIApoma [51].

I[Ipu camwxenun pCK®D nHmxe 30 mu/mun/1,73 mM> M u T ocrarmorcs
HE3aBUCUMBIMHU NPEIUKTOpPaMHU HeraTuBHOro nporuosa IgA-H. Kpome Ttoro, M u
E accoumupoBanbl ¢ HapactanueM IIY no 1-2 r/cyt, 4To oTpakaeT MX CBA3b C
AKTUBHOCTHIO MMMYHHOTO IMpoIlecca W TMOBPEKICHHUS KIyOOYKOBOTO ammapara
nouek [51].

Yau T. et al. ycTtaHOBHJIM, YTO THCTOJOTHYECKHE M3MEHCHUS, BBISBICHHBIC
npu Hepobuoncun, a umenno TO, T1 u T2 — gBnsg0TCS 3HAUUMBIMU (haKTOpamu,
aCCOIMUPOBAHHBIMHU C JOCTHXKEHUEM KOMOWHHPOBAHHOW KOHEe4HOUW TOouku (50%
camkenne CK® unu paszsutue TIIH). Ananu3 moka3an BBIPAXKEHHYIO TpajalHio
pHUCKa B 3aBUCUMOCTHU OT TSXKECTH TMCTOJOTMYECKUX H3MEHEHUW: MEPBUUHOU
KOHEYHOW TOYKH JOCTHUTANU TOIbKO 6% mamuenToB ¢ TO, 29% nanuentoB ¢ T1 u
50% mnanmentoB ¢ T2 (p = 0,002). Dra 3aBUCUMOCTh OTpa3WyiaCh W Ha
JOATOCPOYHON TOUYEUHOW BhDKMBaeMOCTH: 10-TmeTHsIsI modedHass BBDKHMBAEMOCTH
coctaBuia 100% npns mamumentoB ¢ TO, 50% npnas mamuentoB ¢ T1 m 17% nns

nanueHToB ¢ T2 (p <0,001). Pe3synbTaThl JI€MOHCTPUPYIOT, UYTO CTEIEHb
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TYOYJTOUHTEPCTULIHATBHOTO MOBPEXKACHUS HANIPAMYIO OMPEAEsIeT TOITOCPOUHBIN
nporuo3 IgA-H [163].

B pamkax wmera-ananmsza Lv J. et al. omenuBamachk mnporHoctTudeckas
3HAaYMMOCTh THCTOMATOJIOTHYECKUX TMapamMeTpoB npu IgA-H B oTHomeHUH
HeOJIarompusATHBIX MOYEUHBIX HCX0A0B. MccnenoBanrue yCTaHOBHIIO TOCTOBEPHYIO
CBSI3b MEXJY rucrojiorndyeckumu napamerpamu M1, S1 u T1/2 u BepossTHOCTHIO
pasputusa TITH. KonuuecTBeHHas olleHKa MPOJAEMOHCTPUpOBaia, 4To Haaunuue M1
accomnuupoBajioch ¢ noBbimenuem pucka TIIH B 0,6 pa3 (95% JAU: 0,5-0,8; p
<0,001), S1 yBenuuuan puck B 1,8 pa3 (95% JAU: 1,4-2,4; p <0,001), rorma xak
Hanmuune T1/2 compoBoxaanochk HauboJiee 3HAUUTEIbHBIM POCTOM pHUCKa — B 3,2
pasa (95% JU: 1,8-5,6; p <0,001) [95].

Jauusie Alamartine E. et al. Ttakke mMmOaYepKUBAaOT BaXKHOCTH
TUCTOJOTUYCCKOW OICHKH ISl TPOTHO3a IMOYEYHOW BBDKHBAEMOCTH. ABTOPHI
HOATBEPAUIIN, UTO Takue nepemennnie kak T0/T1/T2 (p <0,001), SO/S1 (p = 0,003)
u EO/E1 (p = 0,007), sBast0TCS HE3aBUCHUMBIMU IPEAUKTOPAMU HEOJIAarONPUSATHOTO
MOYEeYHOro wucxoja (HU3KOW MOYEUHOW BbDKHUBaeMocTH). KoppensinuoHHBIN
aHaIu3 KJIUHUKO-MOP(OJOTUYECKUX JaHHBIX TOKa3ajd, 4YTO OOJBIIMHCTBO
3HAYMMBIX THCTOJIOTUYECKUX MMapaMeTpoB, 3a UCKIIOUYeHHEM M, acCOMUPOBAIIUCH
¢ cymectBeHHbIM cHUKeHueM pCK® u BricokuM ypoBHeM [TV [20].

Taxk, s E1 ypoBens I1Y cocraBmsn 1,85 £ 1,91 r/cyr. (p = 0,003), a pCKD
— 56 = 35 ma/mun/1,73 m? (p = 0,007); nna S1 - [1Y 1,89 + 1,65 r/cyT. (p = 0,001),
pCK® — 62 £+ 32 ma/mun/1,73 m? (p = 0,001). Haubonee tsxensie usmenenus (T2)
acconuupoBanuch ¢ BeipaxeHnou IIY 3,55 £ 1,96 r/cyr. (p = 0,001) wm
3HAYUTEJNbHBIM CHWKeHHEM (yHKIuH modek — pCKD 26 + 23 ma/mun/1,73 m? (p
= 0,001). Kpome toro, Hanuuue Al y manleHTOB CTATUCTUYECKU 3HAUMMO dYaIie
OTMEYaJIOCh MPU THCTOJOTHUYEeCKUX nmpu3Hakax S1 u T2 [20].

B nacmosawee epemsa 603ModCHOCMU MOYHO2O NPOSHOZUPOBAHUS PUCKA
npozpeccuposanus I1gA-H na unousudyanvnom yposune ocmaiomcs 6ecbma

OCPDAHUYEHHbIMU. Cymecmeymmue KJluHu4YecKkue u Jza60pam0pﬂbze napamwvenpbol
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Yyacmo HedoCmamoynvl 0 HA0EHCHO20 NPOSHO3UPOBAHUSL meyeHUs 3a601e8aHUsA
Y KOHKpemHo20 nayueHmad.

Hanvueiuwue uccnedosanus, cgoxycupoganmvlie HA OYeHKe NPUMEHEeHUs
OONONIHUMENbHBIX OUOMAPKEPO8 (CblBOPOMOUHBIX, MOYEBblX, 2eHemu4eckKux) u
Opy2ux UHCmMpyMeHmos cmpamuukayuu pucka  (ycosepuieHcmeo8anHbvle
mamemamuyeckue Mooenu, aicopummsvl aHAIU3A OONbUWUX OAHHBIX), MO2YM
CYWeCmMBEeHHO YIYUUUMb MOYHOCb NPOSHO3UPOBAHUS, Pe3Vibmambl JedeHus U
ooneocpounvle ucxoovl nayuenmos c¢ |IgA-H. Coszoanue ynuguyuposanuoiu
8ANUOUPOBAHHOU cucmemvl cmpamupurayuu pucka npoepeccuposanus |IgA-H
MoJcem 3HAYUMENIbHO YAYUUUMb NPOCHOZUPOBAHUE UCX0008 210MEPYIAPHO20
3aboneeanus. Takou uHcmpymMeHm NO3804UM He MOAbKO Oolee MOYHO
unopmuposams nayueHmos 00 UX 00J20CPOUYHOM NPOSHO3€ U NOMEHYUATbHBIX
ucxooax, Ho u onpeoeium UHOUBUOYAIbLHO AOANMUPOBAHHYIO, ONMUMATLbHYIO
cmpamecuio JledeHuss HA PAHHUX cmaousax Oone3Hu. Buedpenue nodobH020
UHCMpYMeHma  NO360UM  pealu308amsv  NepPCOHANUUPOBAHHOe  BeOeHUe
nayueHmos, Komopoe yuumovléaem UHOUBUOYATIbHbIE O0COOeHHOCmU, NpPpOoDUb
PUCKO8 U KIUHUYEeCKUEe XaAPAKMepUCmuKku 3a001e8aHusl y Kar0020 KOHKPEmHOo20
001bHOZO.

Ha ocnosanuu amanuza OaHHBIX, NOJYUEHHLIX 8 X00€ paHee NPOBeOEHHbIX
IKCNEPUMEHMANbHBIX U KIUHUYECKUX UCCIe008AHULU, MOICHO COeldmb 8bl800 O
CYWeCmeO8aAHUU  NAMO2EHeMUUEeCKOU  IHMEPOPEeHANbHOl  ocu. Idma  ocb
onocpedyem pazsumue IgA-H, npuuem 3abonesanusm unu cocmosiHUAM,
CONPOBOANCOAIOWUMCSL KAUHULECKU SBHbIM UIU CYOKIUHUYECKUM BOCNANeHUeM
KUWeYHUKA, OmBOOUmMCs KI4e8as poab 6 UHUYUAYUU U N000epHCAHUU
namono2u4ecko2o npoyecca.

Ocobbill unmepec 0151 HAY4HO20 CO0OWecmea Npeocmasiiem accoyuayusl
IgA-H mne monvko c¢ mopgonocuuecku noomeepocoénnou LK, Ho u c
beccumnmomuvim Hocumenvcmeom AT, cneyuguunvix ona nee. B uccnedosanusx,
NOCBAWEHHBIX U3VUEHUIO GIUAHUA NUWEBbIX (aKmopo8 HA UMMYHHbIL Omeem

cauzucmolx obonouex y nayuenmos c IgA-H, ecniomen paccmampusaemcs Kakx
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mpueeepuvlii  pakmop. OHn cnocoben unuyuuposamsv pazeumue I'H aubo
ycyeyoname medenue Cyuecmeyoue2o 21omMepyiapHo20 3a001e8anus, 6eposimHo,
yepe3z  MeXaHu3Mvl  MOJEKYAAPHOU  MUMUKPUU U  YCUTEHUS  KUWEeYHOU
NPOHUYAEMOCTNU.

CoenacHo dannvim aumepamypesl, Haaudue 8 kposu AT, accoyuupoganHuvix c
L[K, xoppenupyem c 6onee maAxCéNvIM Klunuveckum mevenuem IgA-H, umo
nposenaemcsa evipasxcennou 1Y u cemamypueu. Omu nokazameniu ompaxnicarom
AKMUBHOCMb OCHOBHO20 3a001e8aAHUL U UHMEHCUBHOCTb UMMYHHO20 80CNAIEHUS.
8 KIyOOuKax, umo NOMEHYUAIbHO YCKOpsAem Nnpoecpeccupo8aHue no4eyHol
oucynkyuu. Ilpumeuamenvno, umo nazunauwenue AIlJ] oasce npu omcymcmeuu
mopghonozuvecku noomeepixicoénnou LK, Ho npu Hanuuuu coomeemcmeyroujux
mapxkepos, OeMoHCmMpupyem noioxcumenvuvlii d¢gexm. Omom 3¢hdexm
8bIPANCACTNCI 8 CHUNCEHUU AKMUBHOCMU MOYE8020 CUHOPOMA.

B xommexcme noucka nymeu yayuuieHus KiuHuyeckozo medyeHus 1gA-H
HAY4Hblll UHMepec cocpedomodeHn Ha pazpabomre OONOIHUMENbHLIX Memo008
pauHell  ouazHocmuxku  (8xawuas  ceporozcuveckuu  ckpunune Ha 1K),
npOoPUIAKMUKYU U HOBBIX MepPaAne8muiecKux nooxo008. mu no0xo0vl HaNpPaseieHbl
Ha mooyaayuro  akmusHocmu MALT-cucmemsvr  KuwieuHuka, A8ig0welcs
KNIOYe8blM 36€HOM JHMepOopeHalbHol ocu. H3yuenue cnocob6og 6iusHus Ha
KUWEYHbIU UMMYHUMEM OmMKpbleaem HOBble Nepcnekmusvl 05 CO30AHUSA
cmpamezuti, CHOCOOHbIX 3amedaums npoepeccuposanue IgA-H, yayuwumo
KOHMPOIb HAO UMMYHHbIM 8OCNANEHUEM, U 8 KOHEUHOM Umoze YaAyuuiums ucxoo u

noevicumbvp Kavecnmeo HCU3HU nayuennaoe cC IgA'H
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I''TABA 2. MATEPHUAJIBI U METOAbI HCCJIEJOBAHUA

2.1 /Iu3aiin uccjaeaoBaHHus

JuccepranimonHass paboTa BBINIOJIHEHA B aBTOHOMHOW HEKOMMEPUECKOU
opra”u3aius JOMOJHUTEIbHOro npodeccuonanbHoro oopaszosanusa (AHO JII10)
«MOCKOBCKHI MEIUKO-COLIMAIbHBIN MHCTUTYT uMeHU . I1. ["aazan.

[IpoTokon AUCCEPTAIMOHHOTO HCCIEAO0BaHUA ObLI OJ00pPEH JIOKAJIbHBIM
studueckum komutetoM AHO JIITO «MoCKOBCKMIA MEAUKO-COLIMATbHBIA HHCTUTYT
umenu ®. I1. 'aaza» u He3aBUCUMBIM 3THUYeCKUM KoMUuTeToOM PI'BY «I'BKI' numenu
akagemuka H. H. Bypanenko» Muno6oponsl Poccuu.

Ot KaxJoro manueHTa OBLJIO TOJIY4YeHO MHUChbMEHHOE HWHOOPMHPOBAHHOE
COTJIACUE HA MCIIOJIb30BAHUE MEPCOHATBHBIX JAHHBIX.

Jln3arH ucclienoBaHus MPEACTABIECH KaK OJHOLIEHTPOBOE NPOCHEKTUBHOE
CPaBHUTEJIBLHOE KOHTPOJUPYEMOE KOTOPTHOE HUCCIe0OBaHUE. B HEro BKIOYaINCh
narueHTel oT 18 g0 64 ner ¢ Mopdonorudecku mnoATBepkaAeHHON I[gA-H,
HaxoJUBIIHECS Ha JiedeHUH B HePposoruueckom otaeiennu OI'bY «I'BKI" umenun
akagemuka H. H. Bypnenko» Muno6oponsl Poccuu ¢ centsops 2020 r. mo maif
2025 T.

Kpurepuu BKjIOYeHUsI 00JHbHOI0 B HCCJIEIOBAHME:

1. ITanmeHTs 060ero nmoja > 18 ner;

2. Mopdonoruvecku noarsepxkaennas 1gA-H;

3. IlonnucanHoe WHGOPMHPOBAHHOE COrJIacHMe IMalMeHTa Ha yYacTHE B

HCCIIEIOBAHUH.

KpuTtepuu HeBKJIHOYEHHUA:

1. CK® no CKD-EPI <15 mn/Mmun/1,73m?;

2. Atunmunsie popmsl [gA-H;
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3. [launeHThl Ha 3aMECTUTENbHOW MOYEYHOW Tepanuu (IPOrpaMMHBIN
reMoJIMalin3, MePUTOHCANTBHBIN THATN3, TPAHCIUIAHTUPOBAHHAS MTOYKA);

4. Hanuuue y manueHTa TSKEJIbIX COMaTHUYECKHUX 3a00JieBaHUN B CTaquH
JEKOMIIEHCAIUU WJIM OO0OCTpPEHHUS, OHKOJOTHYECKUX M MCUXHUYECKHUX
3a00J€BaHUM;

5. OTcyTcTBHE MOAMUCAHHOTO OOJBHBIM HHPOPMUPOBAHHOTO COTJIACHS.

Kpurepun uckiawvenus:

1. [lonoXuUTeNbHBIN TECT HA OEPEMEHHOCTh U MEPUOJ] JIAKTAIUH.

2. UuguBunyanbHOe pelIeHue TMalueHTa O TMpEeKpalleHud yyacTus B
UCCJIEIOBAaHUM Ha JIOOOM ero 3Tame.

Ju3aiiH ucciegoBanusd npeacTtaBieH Ha Pucynke 2.

[MarmeHThI, HaMpaBJaeHHbIe B HEPPOJOrMUECKHit cTallMOHAp A1 Mop(hoaornyeckoil Bepudukaumu
TeA-H vnu ¢ yCcTaHOBIEHHBIM JUArHO30M paHee

KomnnekcHoe nabopatopHo- |:>
- [TynkuuoHHas Hedpoduoncus
HHCTPYMEHTAIbHOE 00CIeJ0BaHHE +

I

AT IgA IITTT; AT IgA TTT; ADM IgA

[ U

[ rpynna IT rpynna
(ocHOBHAas) (KOHTpOJIbHAA)
n=20 n=85
Cepono3uTHBHLIE CepoHeraTiBHbIe
10 LeTHAKUITHBIM 10 LeIHaKHIHbIM
aHTUTENaM aHTHTENIaM
n=12
DT C ¢ buoncueii
COTK

Pucynok 2 — Jluzaiin uccnedosarus
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Hna ycraHoBieHus pauarHo3a IgA-H BeimonHsanoch Mop@oaorudeckoe
ucciaen0BaHue 00pa3loB MOYEYHOM TKaHU C MCMOJIb30BAHUEM METOJIOB CBETOBOU
MHUKPOCKOMUU U UMMYHO(IIOOPECHEHTHOT'O UCCIEOBAHUS.

Ha MoMeHT BKJIIOYEHUS B HCCIEAOBaHME JUISL KaXJAOro MalUeHTa
perucTpupoBaiu geMorpaduyeckue nokasarenau (1moJ, Bo3pact), Bo3pacT Aedrora
3a0ojieBaHUS M HAa MOMEHT IpoBeJleHHs HeppoOUOoNCHHU, IUTEIBHOCTH
3a00JieBaHUSl OT NEPBBIX CUMITOMOB J0 MOP(OJIOTHYECKOTO MOJITBEPKIACHUS
JMarHosa.

COop anamHe3a BKJIIOYaJl PErUCTPALMI0 XPOHUYECKUX HHEOEKIHOHHO-
BOCHAJIMTENbHBIX 3a00J€BaHUN pPaA3JIUYHONU JIOKAJIHU3ALUU: PECIUPATOPHOTO,
KENYTOYHO-KUIIEYHOTO u ypPOTeHUTAJIbHOTO TPaKTOB; dbakTopoB,
npoBonupytomux et uiau oboctpeHus IgA-H; xapakTepucTuKy Beayliero
KJIMHUYECKOTO CHHJpOMa B J1e0r0Te 3a00JieBaHMs, SMIM30/10B MaKporeMaTypuu, a
Takke nHpopMaIuio 0 TEKyIIe U paHee TPOBOAUMOM JIEKAPCTBEHHOU Teparuu.

Bcem yuacTHuKaM ucciaenoBaHUS MPOBOJUIIN KOMIUJIEKCHOE JlabopaTopHOe
obcienoBaHMe, BKJIOYaBIIEe: KIMHUYECKUNA aHalN3 KpPOBU, UCCIEIOBaHUE
YyTPEHHEW NOPUMU MOYM C KOJMYECTBEHHOU oueHkou IIY wm spurpouutypuu,
OMOXMMUYECKHH aHalu3 CYTOYHOM MouM s omnpeneneHuss ypoBHs IIY,
CTaHJapTHBIN OMoxumuueckuit anaiaus3 kpou ¢ pacuetom CK® mo popmyne CKD-
EPI, HMMyHOXMMHYECKOE HCCIECAOBAHUE CBHIBOPOTKH KPOBH C ONpEICICHUEM
KOHIEHTpanuid uUMMyHOTrI00ynuHOB (A, M, G) W KOMIIOHEHTOB CHCTEMBI
komnuementa (C3, C4). Bcem yyacTHUKaM HCCIEIOBAHUSA MPOBOAUIIOCH
CEpPOJIOTUYECKOE TECTUPOBAHUE C ONPEACICHUEM CIENYIOIINX UMMYHOJIOTHYECKUX
nokazartenei B ceiBopoTke kpoBu: AT IIIT IgA, AT tTT IgA, ADM IgA.

NHcTpyMeHTanbHble  METOAbl BKJIOYAIW HU3MEPEHUE apTepHUalIbHOTO
NaBJIEHUs W  YIbTpPa3ByKoBoe wucclieqoBaHue mnovek. [lanmentam  06e3
ycTaHoBiIeHHOTo auarHo3za |gA-H paHee, BBINOJHSAIM MYyHKIUOHHYIO OUOICHUIO
MOYKM ¢ MOp(OJOTHYECKHUM wucciegoBanueM Hedpodbuonrtata. I[lamuentam

OCHOBHOM IpyImmnbl ObIJIO BHIMOJHEHO YHJOCKOMMYECKOE HCCIeJ0BaHuE ¢ 3a00poM
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ouontatoB cauzuctod oOosouku JIIK wu mnocienyromum THUCTOIOTHYECKUM

HCCIICOOBAHUCM.

2.2 O0masi XxapaKTepUCTHKA 00JbHBIX

B cootrBeTcTBHMU ¢ Au3aliHOM HccienoBaHuUs Oblsia copMUpOBaHA BRIOOPKaA
u3 105 manuentoB ¢ auarHo3om IgA-H, naxonuBmuxcs Ha oOclieJOBaHUU U
nedyenuu B HePpoaorudeckom otaeaeHun O®I'bY «I'BKI" umenu axkagemuxa H. H.
bypaenko» MunoOoponsl Poccun. Bribopka BkiIowana nui o0oero mona B
Bo3pacte ot 18 nmo 64 ner (cpeanuit Bo3pact 35,48 + 9,68 net). boabmMHCTBO
y4acTHUKOB (87,6%) Obumu MyxxkunHamu (n=92, cpennuit Bo3pact 34,88 £ 9,28
roaa), Ha noJito xkeHuH (n=13) npuxonunocsk 12,4% (cpennuii Bo3pact 39,73 +
11,75 ner).

Jemorpapuueckue XapakTepUCTHKHU (BO3pacT M MOJ) ObLIM HMOABEPTHYTHI
CPaBHUTEJIBHOMY aHaJM3y B MCCIENYEMBIX TIpyNIax, a HX pacHpercicHue

JeMOHCTPUPYIOT naHHbIe Tabnuuml 3.

Tabauya 3 — Pacnpedenenue no 6o3pacmy u noiy 8 epynnax

| rpynna Il rpynna
lokasarens (ocHOBHAas) (KOHTpOJIbHAA)
Bospacrt, netr (M£SD) 35,59 + 10,20 35,46 + 9,62
KosmmaectBo (N); (M/xk, %) (20/0); 100/0 (72/13); 84,7/15,3

OO0e rpynmbl HCCIEJOBAaHUS MPEUMYIIECTBEHHO COCTOSJIHM W3 MAaIMEHTOB
MYXCKOrO II0Jla, 4YTO corjacyercs ¢ TunuuHbiM Aas8 IgA-H renpepHbim
pacnpesieJeHUeM B 00IIel MOMYyJISILUH.

Bo3pacTHas cTpyKTypa KOropThl Ha MOMEHT BKJIIOUEHHS B HCCIEIOBAHUE

oToOpaxeHa Ha Pucynke 3.
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40
35
30
25

20

15 36.2

10 16.2 29.5
13.3

Yuciao 00abHBIX, %

4.8
18-24 25-30 31-40 41-50 51-64

Bo3spacr, jer

Pucynok 3 — Bozpacmuasa cmpyxmypa ko2opmsl nayuenmos ¢ IgA-H

CornacHo TIOJYYE€HHBIM JIaHHBIM, HauOOJbIIas YacTh TMAIMEHTOB B
MCCJIEIOBAHUM OTHOCHUJIACh K Bo3pacTHOU rpymme 31-40 mer.

Menunana Bo3pacta ge6twta IgA-H B ob6eunx rpynmna orpaxkena B Tabnuue 4
U MPUXOJUTCS MPEUMYLIECTBEHHO Ha BTOPOE U TPEThE JECATUIIETUE KU3HU, YTO

COOTBCTCTBYCT TUIIMYHOMY BO3PACTHOMY IIPU3HAKY OJIA JAHHOTO 3a00JIeBaHHUA.

Tabauya 4 — Bozpacm oebroma 1gA-H

| rpynna Il rpynna
lokasarens (ocHOBHAas) (KOHTpOJIbHAA)
Bospact nebrora, ner; 30 [27 — 38] 30 [23 — 36]

Menuana qIuTeIbHOCTH 3a00JIEBAHUS OT MEPBBIX KIUHUYECKUX MPOSBICHUM
1o mopgonorndeckoit Bepudukanuu IlgA-H B ocHOBHOI rpymme coctaBuia 12 [5—
48] mecsues, B rpymmne koutposs — 17,5 [6-50,25] mecsres.

Cpennuii BO3pacT Ha MOMEHT HepOOHOTICUN B OCHOBHOU T'PYIIE COCTABUII
33,53 +£ 7,96 rona, B rpynne koutpoas — 33,11 + 8,62 rona.

N3  obmero uucna  nauueHtoB 47  denoBek  (44,7%)  Obnu
FOCHUTAJM3UPOBAHBl B CTallMOHAPHOE JieueOHOE YUpeKJEHUE B CBSI3U C

nepcucTeHure kiamHudeckux cumntomoB IgA-H, a 58 yenosek (55,3%) — nnas
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NpOBEJEHUSI NYHKIMOHHOW HedpoOuoncuum ¢ Ueabld MOp(POIOrHuYecKou
Bepudukanuu popmel XI'H.

Huarno3 XI'H (mopdonornuecku He BepupuuupoBanubiii) B 42,9% cnydaes
ObI yCTAaHOBJIEH Ha OCHOBAaHMM JaHHBIX KIWUHUKO-TaOOpaTOPHBIX U
WHCTPYMEHTAJIBHBIX HCCIEAOBaHUM, TPOBEACHHBIX B XOJ€ YIJIYyOJIECHHOTO
MeauuHckoro obcnenoanusi. [logo3penue Ha XI'H y Bpauedt BO3HHUKAIO BO
BpeMsl TOCHUTAIM3aLUN, CBA3AHHBIX ¢ pecnupaTopHbiMu HHbekuusmu (17,1%
cnyuaeB), neo6rwtom Al (11,4% cnyuaeB) u npyrumu 3abonieBanusimu (28,6%
cayyaeB). Bce »tu cinydyam mnorpeboBaiu AOMOJHUTENBHOrO OOCIEIOBaHUS B
CIEIUAIN3UPOBAHHOM  HE(PPOJOTUUYECKOM  OTJACJICHHHM  MHOTOMPOPUIHLHOTO
cTaluoHapa.

Cpenu oOcienoBaHHBIX MMAalMEHTOB Haubojee pacHpoCTpPaHEHHBIMHU
HecTIeNM(PUICCKUMU CUMIITOMAMH SIBJISLIUCH JUCKOMQOPT B MOSICHUYHOMW 00J1aCTH
(42,7%); ronoBHas O0onb, accouuupoBaHHas c¢ mnosbeimieHueM AJl (31,5%);
nepudeprudecKkue OTeKU pa3iauuyHou sokanuzanuu (27%); U3MEHEHUE OKpPaCKH
MOYH MO THNY «CUH(papuHTrUTHON» rematypuu (25,8%); obuias ciabocts (18%)

(Pucynok 4).

H Yucao 60abHBIX, %

OO6mas cnadocts N 18
Wzmenenue nsera mour [N 258
Oréxu pasnuunoi nokamuzauny [N 27
I'onosnas 6o npu noseimennn AL [ 315

HduckomdopT B mosicHUIHON

. e —0.7

Pucynox 4 — Hecneyuguuecxue cumnmomwl y oociedoganuvix boavuvix 1gA-H
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AHanu3 TMOTEHOHANbHBIX TMPOBONUPYIOMHUX (PAKTOPOB BBISBUI CHEKTP
3a00JieBaHU#, accOUMMPOBAHHBIX ¢ MaHM(pectauueil unu oboctpenuem I[gA-H.
CornmacHo TONYyYEeHHBIM JAaHHBIM, HauOoJee 3HAUYMMBIMH TMPOBOLHPYIOMHUMHU
areHTaMu BeICTyNanu: uHpekuu pecnupatopHoro Tpakra (31,4% — OPBU, 4,8%
— TnHeBMOHHUS), ocTpbli ToH3wuuT (14,3%), Baknuuanus (3,8%) wu
repnecBupycHas unpexuus (0,9%).

I'padbmueckoe mpeAcTaBIeHHWE YAaCTOTHl BCTPEYAEMOCTH  Pa3IMYHBIX

NPOBOUMPYIOMUX (AKTOPOB MPOJAEMOHCTPUPOBAaHO Ha Pucynke 5.

[THeBMOHMS, I'epniecBupycHas
4.8% ~_ nHpekmwms, 0.9%

Bakmunanmus, -
3.8%

OctpbIii

TOH3HJLIUT, OPBH; 31.4%

14.3%

Pucynox 5 — Cmpykmypa 3aboneeanuii, npogoyupyrowux 0ebrom uiu
obocmpenue 1gA-H

OcoObIii MHTEpPEC B CHEKTPE COMYTCTBYIOMIEH MAaTOJIOTUHM MPEICTaBISIIN
XpPOHUYECKHE BOCTATUTENbHBIC 3a00eBaHus MHDEKIIMOHHOTO TeHe3a Pa3IuIHON
Jokanmu3anuu. Ha mepBoM MecTe oka3zaics XpOHHMYECKHH TOH3WIUT — 17,1%,
3a00JieBaHUs MPUAATOYHBIX MAa3yX HOCA W ajjieprudeckuit puut — 9,5%, pexe —
3a0oseBaHusl OpPOHXOJIETOYHOW cUCTEMBI (OpOHXHT, OpoHXWaNbHAs acTMa,
XpOHHUYEecKass oOcTpykTuBHas Ooine3Hb nerkmx) — 3,8%. 3abomeBanus XKKT
(racTpurt, s3BeHHas 6omne3nb xenyaka/JII1K) u yporenuranpHOro TpakTa (IIUCTHT,
nuenoHeppuT, NPOCTATUT) peructpupoBainuchk y 8,6% u 6,7% COOTBETCTBEHHO,

cpenu Bcex nmauueHTos ¢ [gA-H.
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[TonaBnsironiee Oo0AbMUMHCTBO manueHToB (89,5%; n=94) mnoxayyanu
HeponpoTeKTUBHYIO Tepanuto Onokatopamu PAAC B COOTBETCTBUU C
MOJ0KCHUAMHU KIMHHYCCKUX pekoMeHnaamuii [2]. W3 atoit rpynnel y 76,2% (n=80)
MPOJOKUTEIBHOCTD JICUCHUS MpeBbiniana 3 mecsua. Y 26,5% nanueHToB (n=25)
Ha3zHaueHue O01okatopoB PAAC B BUAe MOHO- MM KOMOMHHUPOBAHHOW Tepamnuu
OBIJI0 MHUIIMUPOBAHO 10 MpoOBeAeHUS HePpoOUoncum B CBsI3U ¢ MaHUDecTauen
AT'. Tepanuto rinokokoprukoctepounamu (I'KC) nonyuanu 12,4% (n=13) B cBsizu

C BBICOKHUM pHCKOM mporpeccupoBanus |gA-H.

2.3 MeToabl HCCJIAEI0OBAHUSA

2.3.1 JlabopaTopHbie METOABI HCCJIETOBAHUSA

Bcem yyacTHMKaM WHcCClieOBaHHUS BBIMIOJHSJICS CTaHAAPTHBIA KOMILIEKC
nabopaTOpHOW TUArHOCTUKH, BKJIIOUYABIINKA OOIIEKIMHUYECKHUE aHAIU3bl KPOBU U
MouHu. B chIBOpOTKE KpOBH, B3ATON HATOIIAK U3 KYOUTaJIbHOU BEHBI 00CIEeTyEMbIX,
ObUTM  OmpejelieHbl MO0  CTaHJapTHOM  aBTOMAaTU3UPOBAHHOW  METOJUKE
KOHIICHTpPAIlMM OCHOBHBIX IIOKa3aTejied OelkoBoro oOMeHa (oOmuii Oenoxk,
anTbOyMHUH), JUMUAHOTO CHeKTpa (OOMmUIA XOJIECTEPUH), MApKEPOB IMMOYCUHOM
byHkuu (KpeaTHHHWH, MOYEBWHA, MOYEBas KHUCJIOTA), JJICKTPOJHUTOB (KaJIUi,
HaTpuil), nedeHouHbIX GpepMeHTOB (AJIT, ACT). BoimorHeHO UMMYHOXUMHUUYECKOE
HCCIIEJOBAHUE  CBIBOPOTKHM  KPOBH  C  ONpEJeJICHUEM  KOHIEHTpaUUu
UMMYHOTIIOOYIMHOB (A, M, G) 1 KOMIOHEHTOB cucTeMbl koMmmiemenTa (C3, C4).
KonmunuectBennas onenka I1Y mpoBoammack MeTogoM OMOXMMHUYECKOTO aHAIW3a
MO4H, COOpaHHOU B TeueHue 24 4acos.

HccnenoBanne GyHKIIMOHAIBHOTO COCTOSIHUS MOYeK oneHuBaiaoch mo CKD
(mn/mMun/1,73m?), paccuntannoii no popmyne CKD-EPI (Chronic Kidney Desease
Epidemiology Collaboration): Jus myxuun: CK® = 141xmin (KpeaTUHUH
CBHIBOPOTKH KPOBHU (vr/zm/0,9 mmm min = 1)041 x max (kpeatunun cplBOpoTKH

KPOBH (wr/xn)/0,9 mam max = 1)1:299 x 0,9938Bo3pact JIng senmmun: CK® = 141xmin
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(KpEeaTHHUH CBIBOPOTKH KPOBH (yr/xn/0,7 mam min = 1)032% x max (kpeatunun
CBHIBOPOTKHU KPOBH (yr/xn/0,7 mmu max=1)1209 x 0,993Bespactx] 018 [79].

JlabopaTopHble HCCIEIOBaHUA TPOBOJAUINCHL Ha CEPTUDOUIIMPOBAHHOM
obopynoBanuu B lleHTpe knuHHYeckoW mabopaTtopHou nuarHoctTuku DOI'BY
«I'BKI" umenu akanemuka H.H. Bypnenko» Muno6oponsl Poccuu.

Knunudeckuit  aHanu3  KPOBHU  BBINOJHEH  HAa  aBTOMAaTHYECKOM
rematojgorndyeckom ananuzatope Sysmex XN 1000 (Sysmex, SAnonwus),
KIMHUYEeCKUH aHaiu3 MouM — Ha aHamm3atope Sysmex US 3500 (Sysmex,
Anonusi), OUOXMMHUUECKMU aHaJIM3 MOYM — Ha aHanuzatope benyp 600
(Texnomenuka, Poccust), OMOXMMHUYECKHUI aHATNU3 KPOBU — Ha aHanu3aTope Cobas
6000 (Roche, llIBetimapus), MMMYHOJIOTUUECKUN aHAJIU3 KPOBU — HA aHAJIU3ATOPE
Cobas Integra 400 plus (Roche, IlIBeiiapus).

AT 1T IgA omnpeneneHbl B CHIBOPOTKE KPOBU IMAIMEHTOB METOJOM
UMMYHOPEpPMEHTHOTO  aHajlK3a C HUCHOJb30BaHMEM Habopa peareHTOB
«EUROIMMUNY (I'epmanus). I[loporoBeiM 3HaY€HHUEM IS TOJIOKUTEIBHOTO
pe3yibTata cuuTalcs ypoBeHb >20 oTH. ena/mia. YyBCTBUTENBHOCTH W
cnenupuaHOoCcTh TecTa — 95,7% 1 98% COOTBETCTBEHHO.

AT JIII' IgA omnpeneneHsl B CHIBOPOTKE  KPOBU  METOJIOM
UMMYHO(pEpMEHTHOTO  aHaiu3a C  IpUMEHEHHEeM  Habopa  pEarcHTOB
«EUROIMMUN>» (I'epmanus). IloporoBeiM 3Ha4Ye€HHUEM [JIS TOJOXKHUTEIBHOTO
pe3yibpTaTa  CcYUTalCsI  ypoBeHb >25 oTH. ena/mu. JlmarHoctuuyeckue
XapaKTEPUCTUKHU METOJ1a COCTABUIIN: YyBCTBUTEILHOCTH — 87,3%, crienupuIHOCTD
— 93,1%. C deBpana 2024r. usmenunuch Habopsl peareHToB Ha «ORGENTEC
Diagnostika» (I'epmanwus). [10o10KUTEIBHBIM CUMTANICS PE3YyJIbTAT MPU 3HAYCHHUHU
> 10 orH. en/mn. YUyBcTBUTENbHOCTh U crnenuduunocts tecta — 70% um 100%
COOTBETCTBEHHO.

ADM IgA omnpeneneHbl B CBIBOPOTKE KPOBU MAIIMEHTOB METOJAOM HEMPSAMOM
UMMYHO(DIIIOOPECIICHIIUH C UCITOJIb30BaHneM Habopa peareHToB «kEUROIMMUND»

(Fepmanus). [1o0KUTENBHBIM CUHUTAJICS PE3YyJbTAT MPU 3HAYCHHUU TUTpa Ooliee
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1:5. YysctBUTENbHOCT, M cneuupuyHoctb Ttecta — 90-95% u 95-100%
COOTBETCTBEHHO.

UccnenoBanus npoBoaunuch B nabopatopuu « HBUTPOY».

2.3.2 AHcTpyMeHTAJbHbIE METO/AbI UCCJIEJ0BAHUS

Hzmepenue apmepuanrvbHo2o 0asienus

N3mepenne AJl mnOpoBOAMIOCH CTAaHAAPTHBIM METOAOM C€ TOMOULIBIO
cepTudHUIMPOBAHHOTO TMoOJIlyaBTOMaTu4deckoro ammapata Omron S1 (Omron,
Snonusn). [lepen navanom usmepenus AJl nanueHTty 661710 06ecrieyeHO CIOKONHOE
NoJIOKEHUE (CHAS Ha CTyJe C ONMOPOM Ha CIMHY) B TEUCHUE HE MeHee 5 MUHYT. B
[eJISIX UCKJIIOYEHHUS BIUSHUSA BHEIIHUX (pakTOpoB Ha ypoBeHb AJl, 3a 30 MUHYT 10
U3MepeHus ObUIM OrpaHUYeHbl NpUEM TMHUIIH, KypeHHUe, yHnoTpeOJeHue
KopeuHcoAepKauuX HAMUTKOB u  ¢usndeckue Harpy3ku. H3mepenue
NPOBOJAUIIOCH Ha 00EMX pyKax C MCIOJb30BAaHMEM MAaHXKETHI, MOJOOpaHHOU MO
pa3Mmepy. i MOBBIIEHUS] JOCTOBEPHOCTU PE3YIAbTATOB BBINOJHAIOCH HE MEHEE
IBYX MOCJEA0BATEIbHBIX U3MEPEHUN C UHTEpBAJIOM | -2 MUHYThI. OKOHYATEIbHOE

3HaueHue AJl paccuMTHIBAJIOCHh Kak cpeHee apudMEeTHIECKOE BCEX U3MEPEHUM.

Yﬂbmpas’eykoeoe ucciedosanue novyex

YapTpa3zByKOBOE UCCIEIOBaHHE MOYEK MPOBOJUIOCH Ha ammapare Siemens
Acuson S2000 (Siemens, I'epmaHus) C HUCIOJH30BAHUEM MYJIBTHIACTOTHOTO
KOHBEKCHOTO Jarumka. lcciemoBaHue WPOBOIUIOCH C IEIbI0 KOMIIJIEKCHOM
OIICHKH aHAaTOMO-(QYHKIIMOHAJIBHOTO COCTOSIHHS IOYEK, BKJIOYAs OIMpeiciIcHHUE
JUHCHHBIX pa3MEpOB IOYEK, aHalW3 CTPYKTYPHOTO COCTOSHUS TOYCUHOU
MapeHXUMBI, BBISBICHHE BO3MOXHBIX BPOXICHHBIX AHOMAJIWW pa3BUTHSA U
HCKJIIOYCHHUSI KOHKPEMEHTOB B YalICYHO-JIOXaHOYHOW cucTeme. McciemoBaHue

BBITIOJIHSJIOCH ¢ COOJIIOJIEHMEM BCEX CTAHAAPTHBIX MPOTOKOJIOB yJIbTPa3BYKOBOM
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OUArHOCTUKU. [ JOCTHXKEHUs] Hauydllleld BU3yalu3alMd HUCIOJIb30BAIUCH
pa3iMuHbIe MOJIOKEHUS TalueHTa (Jieka Ha CHUHE, KMBOTE M OOKY, CTOsA) H
NbIXaTeJIbHbIE TEXHUKH, UYTO TO3BOJMJIO TOJY4YUTh Haubojee TMOJHYIO

MH(GOpPMALIMIO O COCTOSSHUM UCCIEAYEMbIX OPTraHOB.

HyHKl/ﬂ/lOHHClﬂ buoncus nouKu

[TyHKITMOHHYIO He(POOHOTICUIO MMPOBOJIUIIN B CTEPHILHBIX YCIOBHAX MaIoH
ONEPAIlMOHHON C COONIOJICHHWEM BCEX TMpaBWJ AaCCNTHKU H AHTHUCEITHKH.
[Tonoxenne OospHOTO — Jexa Ha Ooky. OmnepalmOHHOE TIOJie JBAaXbI
o0pabaThIiBajioCh  AHTHCENTHYECKHMM  pPacTBOpoM. BrIMmojHsIack  MeCTHas
aHecte3us (MHQUIBTpAaTHBHAs aHECTe3Ws mapaHeppanbHOU KieTtyaTku) 20 M
0,5% pacTBOpOM HOBOKaWMHa TIOJT YJbTPA3BYKOBBIM KOHTPOJEM, Jajce
OCYHIECTBJISJIACh MyHKIHS MOYEYHOW TKAHU C MOMOIIBIO pexyiel uriasl 16-18G.
3a00p TKaHU OCYUIECTBISJICA C IMOMOINBIO aBTOMATHUYECKOTO MHOTOPA30BOr0
ouoncuiiHoro nucrtoysera (Magnum, CIIA). MU3Bnekanock 2 cToJOUKA MOYSUHOM
TKaHU AJIUHON 1-2 cM u TonmuHOU 2—3 MM, B KaXXJOM U3 KOTOPBIX COJIEPKAIOCH
He MeHee 6—8 knyboukoB. [lomydeHHbIe 00pa3Ibl MOMEMAIUCh B KOHTCHHEPHI C
10% pactBopoMm ¢dopmanmna gusg  Qukcanuum U TepeJaBajUCh IS
TUCTOJOTHYECKOro uccienaoBanusi. [lociae u3BIEUEHHST UTJIBI HA MECTO MYHKIIUH

HaKJdagbIBaJlaCb aCCIITHYCCKAs] IIOBA3KA.

DHOoCKoOnuyeckoe ucciedo8aHue

D30¢aroracTpoyoaAeHOCKOIHS IPOBOJIMIIACH C UCITOJIb30BaHUEM
BujacodHnockona Fujinon ED-250XTS5 (Fujinon, Smonus). WccinemoBanue
MPOBOJMIOCH B CIENHAIBHO OOOpPYJOBAaHHOM 3HIOCKONMHYCCKOM KaOWHETE C
COOJII0JICHUEM BCEX TPEOOBAHUI aCCNITUKU M aHTHCENTUKHU. [lepe ucciieqoBannem
BBITIOJIHSAJIACH MECTHas aHecte3uss TioTku 10% nummokamHOBBIM crpeem. C

MOMOIIBIO HMUIIIOBOW OUONICUM MPOBOAUIICSA 3a00p OMONCHUHHOrO MaTepualia W3
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Hucxoasamero oraena 1K nnu HaganpHOTro oTIEMa TOMEN KUIIKU U U3 JIYKOBUIIBI
JIIK (me ™enee 4-5 ¢parmenrtoB). I[lomydeHHble 00pa3lbl MOMEHIAIHUCH B
koHTeHHephbl ¢ 10% pactBOopoM QopManuHa ans GUKCAIMU U NEPEeIaBAIUCh IS

THUCTOJIOTHYECCKOIO UCCICAOBAaHUA.

2.3.3 Mopdosoruueckue MeToAbl HCCIAET0OBAHUS

Ceemoeasn mukpockonus neppobuonmama

Mopdonorudeckas oreHka oOpa3loB MOYEYHOW TKAaHMU, MOJYYEHHOU TpH
Ouorcuu, MPOBOJAMIACH B MATOJOrOAHATOMUYECKOM OTAENeHUH MOCKOBCKOTO
KJIMHUYECKOTO Hay4YHO-UCCIEI0BATENBCKOTO IIeHTpa 00abHULIBI Ne 52.

B nmoueuHoO# TKaHMW OLIEHUBAJIN: YACTOTY U XapaKTep MOopakeHUs KIyOOUKOB,
U3MEHEHUI KaHalblleB, MHTEPCTUIIUMS M COCYJOB, HaJIMYUE€ U OCOOEHHOCTHU
UMMYHHBIX OTJIO)KeHUH. Kycouku mnoueyHoil TkaHu ¢ukcupoBaiuch B 10%
HeliTpanbHOM 3a0ydepHOM ¢dopmanuHe He Oosee 24 yacoB, 3aTeM IPOBOJUIH
yepe3 THUCTOJOTHUYECKYIO TPOBOJAKY: o00e3BOKMBaHHE B Oarapee CHUPTOB
BOCXO/ISIIEH KOHIICHTPAIIUH, IPOCBETIEeHHUE B KCuitoe (2 cMmeHbl 1o 15—20 MuHyT)
U mponuTKy B napadune (2—3 cMmensl o 15-20 munayT). [Tocae npoBOAKH KYCOUKH
NOYEUYHOW TKaHW 3aKIYaluch B mnapad@uHOBble Om0ku. TonmuHa Cpe3oB
coctaBisiia 3—4 wMkM. Cpe3bl OKpaliuBadd TEMATOKCUIWHOM H D03UWHOM,
TpuxpomoM 1o Maccony u PAS-peakuuein (LLINK-peakuwueit) mo craHgapTHBIM

obmenpuMeHEMBIM MeToaukaM (Tabnwura 5).

Tabauya 5 — Bo3moowcnocmu okpacku Heghpobuonmama

Oxpacka Bo3moxHocTH

I'emaTtoxcunuu u OO030pHas oOIleHKa KadecTBa MaTepuana W o0mel

303UH CTPYKTYphl HEepoOUuomnrara
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IIpooonoscenue Tabauywvr 5

Oxpacka Bo3MoxHoCTH

O1eHKa COCTOAHUS KaHAIBLEBOTO 3MUTENNUS U CTEIICHU
PAS-peakuus

arpoduu; aHaJIU3 ME3aHTHAJIBHOTO MaTpUKCA W
(LINK-peakius)

COCYAHUCTBIX CTCHOK

BrisiBienue OEeNKOBBIX OTJIOKEHUM; OLICHKAa
Tpuxpom o Maccony
BBIpA)KEHHOCTH (ubpo3a, COCTOSSHUS ME3aHTus U

o0bemMa MaTpukca

[Ipu cBETOBOW MHKPOCKOITMHU BBISBISJIIOCH 04aroBOE PACHIUPCHUE ME3aHTHS
3a CYET BBIPAXECHHOUW mposmdepanun ME3aHTHaJbHBIX KJIETOK M HAKOIUICHUS
ME3aHTHAJbHOTO MaTpHKCca, MpeodjajaHue B ME3aHTHU (ParolUTHPYIOIIHX
KJIeTOK. B HEKOTOpHIX KIIy0OOUKax BCTpedaiach cerMeHTapHas npoiudepanus (1o
TUIY (QOKATbHOTO TpoaudepaTHBHOTO TIoOMepyloHedpuTa), B JIPYrUX —
nuddysHas nponudepanus Me3aHTHAIBHBIX KJICTOK WM (peako) GpopmMupoBaHme
nonynyHuii. Ha mo3mHUX cTagusx OO0Je3HH OTMEYaINCh HHTEPCTUIIHMATBHBIN
¢ubpo3, anrumockiepos, arpodus kananbieB. CragupoBaHHUE BBIPAKECHHOCTHU
U3MeHeHHH HedpoOmonTaTa, BBIABICHHBIX TIPU CBETOBOW MHKPOCKOIHH,

IPOBOAUIOCH ¢ ucnosb3oBanueM Okchoprackoit knaccudukanuu MEST-C [128]

(Tabnuma 6).

Tabauya 6 — Oxcghopockas wxara MEST-C

N3menenue XapaKTepucCTHUKa

MO — < 50% ky604KOB
Me3anruanpHasi THIEPKIETOYHOCTH (M)
M1 - > 50% kny604ukoB

EO — orcyTcTByeT
DHJOOKANUIAApHasd runepkiaeTouHocTs (E)
El — npucyrcTByer

SO — oTcyTcTBYyeT
CermMeHTapHBIN TII0MepyJiockiepo3s (S)
S1 — mpucyrcTByeT
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IIpooonscenue Tabauywvl 6

N3meHneHnue XapaKTepuCTHUKa

TO — <25% KOpTUKATBbHOU 30HBI
TyOynspHas aTpodusi/MHTEPCTUIIHATBHBII

T1 — 26-50% KOpTUKAIBHON 30HBI
dubdpo3 (T)

T2 — >50% KopTUKaJIbHOU 30HBI

CO — oTCYTCTBYIOT
Knetounsie/huOpo3HO-KIETOUHBIE
C1 — menee 25% kny00O4KOB
nostynyHus (C)
C2 — 25% u 6onee K1yOOUYKOB

HUmmynognroopecyenmuoe ucciedoosanue Hegppoouonmama

NmMyHOGII00pECIIEHTHOE HCCIACA0BAHUE HATUBHBIX O0pa3IOB MOYEUYHOU
TKaHU TPOBOAMIOCH Ha 3aMOpOXEHHbIX cpe3ax. Jus BeisgBaeHnus UK
UCMOJb30BaJIaCh CTaHAApPTHAs MaHEJIb BBICOKOCTEHU(PUUYHBIX MOHOKIOHATBHBIX
AT, xouslorupoBaHHBIX ¢  dayopecuenauszoTuonuanatom (FITC) wu
nonukiaoHanbHBIX AT (kponmuusu, DAKO) npoTuB UMMYHOTJI00YJIMHOB Kj1acca A,
M, G, komnoHeHTOB cucteMbl koMmIuieMeHTa C3 u Clq, a Takke MpOTUB JETKUX
neneit kanmna (k) u aamoaa (A).

IIpu IgA-H BBIABIAIUCH XapaKTEpHbIE ME3aHTHMAJbHBIE OTIOXKEHUA [gA,
MpEeUMYyILIeCTBEHHO codeTaBmuecs ¢ C3-KOMIOHEHTOM KOMILIEMEHTa, MpHU

He3HauuTeJbHOM KosmuecTBe 1gG u IgM.

Csemosas MUKDPOCKONUA buonmama cau3ucmou 000104YKU MOHKO20 KUUEUHUKA

Mopdomnoruueckoe wucciaenopanue OwmontatoB COTK mnpoBomumoce B
natojgoroanatomuueckom oraeiaeHun PI'bY «I'BKI' mmenum akamemuka H. H.
bypnenko» Munob6oponsl Poccum.

@®parMeHThl CIM3UCTON 00oJiouku mnoaBepraauch ¢ukcauuu B 10%

HelTpalibHOM 3a0ydepHoM ¢opmanuHe B TeueHue 24 yacoB. B nanpHelimem
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00pas3ibl MPOXOJUIM CTaHIAPTHYK THUCTOJOTHUECKYI0 MPOBOJAKY, KOTOpas
BKJIIOYAJla TMPOMBIBKY BOJOM, 00€3BOKMBAaHME B CHUPTAX BoO3pacTarouiei
KOHIIEHTPALlMH, NPOCBETIEHUE B KCHUJIOJE M TNOCICAYIOIIEE 3aKIUYEHUE B
napaduHoBbie 0J0kH. C TOMOIIbI0O MUKPOTOMA U3 0JIOKOB Hape3aiu CepUU CPEe30B
TOJIIUHON 5 MKM, monydas go 20 mpemapaToB U3 Kaxjaoro oOpasma. Cpessl
OKpalllMBaJIM T€MATOKCUIMHOM U 203UHOM, a JUJIs uAeHTU(UKAIUU O0KaTOBUAHBIX
wietok npuMmensau [IHUK-peakuuio (PAS-peakuuio) ¢ KOHTpoOJEM JHACTa3HOU
o06paboTku. Ha 3aBepmiaromeM 53Tame TOTOBBIE Mpemnaparhl 00E3BOXKHUBAIM U
MOHTHUPOBAJIM B CUHTeTHYECKYIO cpeay (Kananckuii 6anp3am).

CragupoBanue natosiorndeckux n3MmeHeHuit COTK npoBoauioch corjiiacHo
kinaccuukanuu Marsh-Oberhuber Ha OCHOBaHUM BBISIBICHHBIX XapaKTEPHBIX

rucroioruueckux npusnakos [100, 117] (Pucynox 6).

- N s N
rams Mars opma Hopmanbhas — BEICOTA  BOPCHHOK,  HerlyOOKHE — KpUIITEL
L ) COOTHOIIEHHE BOpCHHKA/KpUNTa 3-4 K 1, HeGonpimoe wucio MIJI
(He Gomee 25% OT KOJIHYECTBA SHTEPOLIUTOB)
& J
( A s N\
Crais Marsh 1 HopmanbHas ~ BbICOTa ~ BOPCHHOK,  HEIVIyOOKHE — KpHIITHI,
(MH(HILTPATHBHAS ) COOTHOIIEHHe BopcHHKa/kpunTa 3-4 x 1, M) = 25%
\ J \ J
s 2 s N
Cramus Marsh 2 HopManbHas BEICOTa BOPCHHOK, YITIVOIICHHE KPUIIT, COOTHOLICHHE
(runepruacTHyecKas) BopcHHKa/KpunTa (2:1 1 Menee), MIJT> 23%
\ J \ J
e N e N
Crazms Marsh 3A Bricota BOpcHHOK CHIDKEHa, yTayONeHWe KpWNT, CHIDKEHHE
(HecTpyKTHBHas) -— COOTHOIIeHHs BopeHHKa/kpunta (1 k 1 1 Menee), MDJT> 25%
- . J
\ J
s A ( ~ A
Cramust Marsh 3B BricoTa BOPCHHOK pe3ko CHHMKEHA, KPUITHI IIIyOOKUe, CHIKeHHE
(necTpyKTHBHAS) — cooTHomeHus Bopcuuka/kpunta (0,8:1 n meree), kommaectso MOJI
\ J JHAYUTEILHO YBEIHYEHO
& J
4 N\
Cranust Marsh 3C - N
(,HECTp}"KTHBHaSL_ —> BOpCI/IHKI/I IIOJIHOCTBIO OTCYTCTBYIOT, KPHUIITBL rny601<ue
aflat mucosar) | KOIHUECTBO M73J1 3HaunTensHO VBETHUYSHO )
N J

Pucynox 6 — Knaccugpuxayusa eucmonocuuecxux usmenenuti COTK
no Marsh- Oberhuber
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2.3.4 IlporHo3upoBanue pucka nporpeccupopanus IgA-nepponaruu

Jns oneHku S-nmetHero pucka cHuxkeHuss pCK®>50% wnnm passutus TIIH y
nanueHToB ¢ IgA-H ucnons3oBanace MexJayHapojHas BaJluJIMpOBaHHAs IIKalia
International 1gA-H Prediction Tool at biopsy — Adults. Pacuér BeposTHOCTH
MPOTPECCUPOBAHUS MPOBOJAUIICS C HMCIOJb30BAHUEM OHJIAWH-KaJbKyJsITOpa Ha
miatdopme Calculate by QxMD [74].

Mopens yduThiBajga CIENYIOMIUE KIUHUKO-JIa0OpaTOpHBIE MapaMeTphl Ha
momeHT Hedpobuoncuu: pCK®D (ma/mun/l,73m?); ypoBHU CHUCTOIMYECKOTO HU
nuactonudeckoro AJ[ (mm pt. ct1.); IIY (r/cyT); BO3pacT (JieT); dTHUUYECKYIO
NPUHAAJIC)KHOCTh, OCOOCHHOCTH MPOBOJMMOMN Tepamuu: NpuUeM OJIOKATOPOB
PAAC, npueM UMMYHOCYIIPECCUBHON Tepamuu; pe3yabTaThl MOPGHOJIOTHUECKOTO
ucciuenosanus HeppobuonTtata cornacHo Oxchopackoit knaccupuranuum MEST-
C:MO0-1; EO-1; SO0-1; T 0-1-2.

Puck nmporpeccupoBanus ykassiBaics B mpoiieHTax (%).

2.4 O0padoTKa CTATUCTHYECKUX JAHHBIX

JInd CcTaTUCTUUECKOro aHalu3a JAaHHBIX HCIOJb30BAJIOCh MPOrpaMMHOE
obecneuenue StatTech v. 4.8.0 (OOO «Crarrex», Poccus). HopmanbHOCTH
pacmpeneneHus KOJUYECTBEHHBIX IEPEMEHHBIX OILEHUBAJIOCh C TOMOUIBIO
kputepus anupo-Yunka (npu n <50) unu xkpurepuss Konmoroposa-CMupHoBa
(mpu n> 50).

JlanHBIE C HOPMAJIbHBIM pacCIpeeI€HUEM MPEACTABIEHBl B BUJIE CPEIHErO
apupmernuyeckoro (M) u cranmaptHoro otkiaoHeHus (SD), ¢ ykazanuem 95%
noBeputenbHoro uHrepsana (95% JAUW) B xayecTBe Mephl penpe3eHTATUBHOCTH.
KonuuecTBeHHBIE MOKa3aTedu C paclpeleeHUEM, OTIUYHBIM OT HOPMAaJbHOTO,

OMKCAHBl C UCMOJb30BaHUEM MeauaHbl (Me) u MexKBapTUIBLHOTO pazMaxa (Q1—

Q3).
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JInst cpaBHEHUS IBYX HE3aBUCUMBIX T'PYIN MO KOJUUYECTBEHHOMY MPU3HAKY,
MMEIOIIEMY HOPMAaJbHOE pacHpenesieHue, NPUMEHSIICA NapaMeTpudeckui t-
kputepuil CtprofieHTa (MpU paBeHCTBE aucnepcuil). B ciiyyae OTKIOHEHUS OT
HOpPMAaJIbHOT'O paclpeaesieHusl MCIOJIb30Balicsis HemapameTrpuueckuit U-kpurtepuit
Manna-Yutau. KareropuajibHble TNepeMEHHbIE ONUCAaHbl C  YKa3aHUEM
a0COJIIOTHBIX 3HAauY€HUH (Nn) U COOTBETCTBYIOIIMX NpoueHTHbIX noneil (%) ot
ob6uiero o6rema BoIOOPKH.

CpaBHeHUE  TPOIEHTHBIX  JOJIeW B  YETBIPEXMOJBHBIX  TaOIHUIIAX
COMNPSI)KEHHOCTH MPOBEJIEH C MOMOIIBIO TOUHOTO Kputepus dOuiepa.

JInst cpaBHUTENBHOrO aHajiW3a YacTOThl HACTYNJEHUS ILEJIEBOr0 HMCXO0Aa
MEXAY UCCIEAYEMBIMHU TpyNmnaMu ObLIM pAacCUMTAaHbl MOKA3aTENU KIMHUYECKOU
3HAYUMOCTH.

Otnocurtensubil puck (Relative Risk, RR) — mokasarens, orpaxaromiuii, Bo
CKOJIBKO pa3 pUCK HACTYIUIEHUS W3y4aeMOTO MCXOJa B OJHOM TpYyNII€ BBHILIE WIIU
HUKE 10 CPaBHEHUIO ¢ Apyrou rpynmnoit. PaccunteiBancs mo popmyne: RR = [a /
(@+b)]/[c/(c+d)]

Otnomenue mancoB (Odds Ratio, OR) — moka3zaTens, OleHUBAOIIUN CUITY
U HaIlpaBJICHUE CBSA3HM MEXKY M3yuyaeMbIM (PakTOpoM U ucxonomM. PaccuutsiBanoch
o ¢popmyne: OR=(a/b)/(c/d)y=(axd)/ (b xc);

Pasnocts puckoB (Risk Difference, RD) — mnoka3zarens abGcosroTHOMN
pa3HUIIBI B BEPOSTHOCTH HACTYIUIEHUS HCXOJa MEXAy JABYMS TpyNIaMmu,
MMEIOUINN BAXXHOE 3HAYCHHE Ui KIMHUYECKOW MHTEepnperauuu. Beipaxkaercsa B
JONAX €AUHUIBI WM B TIporieHTaxX. PaccunThiBanace mo gpopmyne: RD =[a/ (a +
b)] = [c/(c+d)]

JInst Bcex BhIlIeyKa3aHHBIX (OPMYJI: @ — YUCIIO MAIMEHTOB C HACTYNUBIIUM
ucxoaom B rpymnmne 1; b — yncno manueHToB 6e€3 ucxona B rpymnmne l; ¢ — yucio
MaIlMeHTOB C HACTYNMHBIIMM HCXOJIOM B rpymme 2; d — 4uciao manueHToB 0e3
ncxoja B rpynmne 2.

Uucno, HeoOXxonuMoe sl HaHeceHHs Bpena/monab3bl (Number Needed to

Harm/Treat, NNH/NNT) — mnokasaresib, OTpa)karonuii KOJWYECTBO IMAIlHCHTOB,
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KOTOPBIX HEOOXOJAUMO MOJBEPTHYTh BO3JACUCTBUIO (paKkTOpa pUCKA UM TEpamuu,
yTOoOBl HaOJIOAATh OJMUH JOMOJHUTENbHBIH HeOmaronpustHeii (NNH) wunu
onaronpusaTHbli (NNT) ucxon coorBercTBeHHO. PaccumThiBaiach mo Qgopmyie:
NNH (unu NNT) = 1 / |[RD|. B 3aBucuMocTH OT XapakKTepa McXo0J]la, TOKa3aTeib
untepnperupyercs kak NNH (mpu nHexenateapHoM wucxone) umau NNT (mpu
KeJIaTeIbHOM HCXO0/Ie)

JInst  OLIEHKM  KOPPESUMOHHBIX  B3aUMOCBSI3€M  MEXAYy  JABYM
KOJIMYECTBEHHBIMU  TOKA3aTeNsIMU  BBIUMCHSIICS  KOX(DGUIMEHT PaHTOBOMU
koppensiiuu CnupMeHa, Mmo3BOJSIOMUNA ONPEleIuTh HE TOJIbKO HAIMpPaBJIEHUE, HO
U TECHOTY BBISIBJIEHHOW CTaTUCTUUYECKOUN 3aBUCHUMOCTH.

JI7st mocTpoeHUsI MPOTHOCTUUECKON MOJIENH MPUMEHSJICS MeToJ OMHapHOU
JOTHUCTUYECKON  perpeccuu A  OIEHKH  BEPOSITHOCTH  HACTYMJCHHS
ONpEeNEeJIEHHOT0 HMCcX0oJaa. Mepoil ompeneJeHHOCTH, yKa3blBalollle Ha Ty 4YacTh
JIUCTEPCUH, KOTOpas MOXET OBbITh OOBsSCHEHAa C TOMOIIBI0 JOTUCTHYECKOU
perpeccuu, cunyxuin kodpdumuent R? Halmxenkepka. JluarHoctuueckas
3HAaYMMOCTh KOJHMYECTBEHHBIX TMPHU3HAKOB B MPOTHO3UPOBAHUM  HCXO0Ja
oneHuBanach MmetogomM ROC-ananuza, npu 3ToM ONTUMaidbHasl TOYKA pa3aelieHUus
(cut-off) ompenensnacs Mo MakKCUMaJIbHOMY 3HaueHHUIO HHAcKca FOneHa.

HyneBas craTtuctuyeckas rumnore3a 00 OTCYTCTBUHM Pa3IMuMi WU CBS3CH
oTBepraiach npu p <0,05.

Pacuér nHeoOxommmMoro oObeMa BBIOOPKH IS MPOBEPKH JABYCTOPOHHEH
albTEPHATUBHOM TMIOTE3bl MPOBOJIMICS UCXOAS U3 CTATUCTHUYECKOW MOIIHOCTH
80%, ypoBHs 3HaummocTtu 0=0,05 (BeposTHOCTh omuOku mepBoro | poma) m
JOMYIICHUS O TOM, 4TO cTaHjaaptu3oBaHHbIA ekt (d Kosna) pasen 0,6 [55],
YTO OMpeNeauII0 HeoOX0AUMbIH 00BeM BBEIOOpKH N=88.

O0bEM BBIOOpKHM a1 mocTpoeHUs JDPEKTUBHOW MOJEIU METOJA0M
OMHApPHOW JIOTUCTUYECKOW PETPECCUHM pPACCUYUTAH HMIHUPUUYECKH 10 (dopmyle
50+8*N, rme N konamuecTBO MWpEeIMKTOPOB B Monaenau. HeoOxomumeiii o00bEM

BBIOOPKHU cOCTaBuUI N=74 HaOI0dCHUS.
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IJIABA 3. PE3YJIbTATBI COBCTBEHHOI'O UCCJEJOBAHUS U UX
OBCYXKJIEHUE

3.1 YacToTa BcTpe4aeMOCTH CHIBOPOTOYHBIX MAPKEPOB HEJHMAKHH Y

nanueHToB ¢ |gA-HedponaTuei

Ha mnepBoM »Tame wuccinenoBaHHsi B COOTBETCTBUM C IOCTaBICHHBIMHU
3ajayuaMu OblJla MpOAaHAJIM3MpPOBAHA YacTOTa BCTPEYAEMOCTH CEPOJOTUUYECKUX
mapképoB LIK B ceiBopoTke KpoBHU y manueHtToB ¢ IgA-H.

B xome HacTosimero - HCCIEIOBaHUS  CEPOJIOTMYECKUM  CKPUHHUHT
OCYUIIECTBJISJICS C MCIOJB30BAHUEM TPEX BBICOKOCTECHU(PUUHBIX MapKepoB B
CbIBOpOTKE KpoBHU. [lockoyibky y BceX OOJIbHBIX OB HMCKIIOUYEH CEIEKTHBHBIN
nepUIUT CHIBOPOTOUHOTO |JA, TecTHpOoBaHUE MPOBOAUIOCH C MCTOJIb30BAHUEM
AT AIIT IgA, AT tTT IgA u ADM IgA.

Ot nmpumenenus AT x ramanuny kinacca IgA OBUIO TPUHATO pEIICHHUE
BO3JI€PKAThCS B CBA3M C UX HU3KOM UYyBCTBUTEIBHOCTHIO U CHEUU(PUUYHOCTHIO —
65-100% u 71-97% coOTBETCTBEHHO.

Cpenu 105 manmenTtoB ¢ Mopdonormyecku moarBepxkaeHHon IgA-H 20

yenoBek (19%) okazanuch cepoOnO3UTUBHBIMU MO LeauakuiHbIM AT.

Cmpykmypa yeiuakuinvlx anmume.

KputepusMu  MmoNOXHUTEABHOTO  pe3yibTaTa  CHYXUIU  CIEAYIOIIue
noporoBeie 3HaueHus: AT JIII' IgA:> 25 otH. ea/mn (mns ucciaenoOBaHWM,
npoBeeHHBIX 10 GeBpans 2024 r.); > 10 otH. ex/mn (mocae deBpans 2024 r. B
cBsi3u co cmeHol tect-cuctem); AT TTT IgA:> 20 otH. en/mn; ADM IgA: tutp >

1:5.
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XapakTepHBIM CEpPOJIOTHUYECKUM Mapképom Bo Bcex ciydasx (100%) Obuin
AT JII' IgA. Hx ypoBHHM, mpeBbIIAKIIUE peepeHCHble 3HaYeHUs,
BapbUpOBAJIUCh B Auana3zoHe oT 25,22 otH. ea/ma no 107,3 otH. ea/mi.

VY 1 nanuenta (0,95%) Obls1a oTMEUeHa JBOWHAS CEPOMO3UTUBHOCTDL Mo AT

JUIT IgA u AT 1TT IgA.

ADM IgA Bo Bcex ciydasax moKasajlu oTpullaTedbHbIe pe3yibTaThl (Tabnuna

7).

Tabauya 7 — Cmpykmypa yeauakuuiHolx anmumen y nayueumos ¢ 1gA-H

AHTHTENIA AoGc. %
AIIT 1gA 20 100
TTT IgA 0 0
ADM IgA 0 0

Takum obpaszom, cpeou nayuenmos ¢ 1gA-H vacmoma ecmpeuaemocmu AT,
cneyuguunvix oaa LK, cocmasnsem 19%, umo coomeemcmeyem HNpUMepPHO

Kascoomy namomy cayyaio 3a0601e8aHus.

3.2 Oco0eHHOCTH KJIUHUKO-Ta0opaTopHoro tedyenusi |gA-nedpponaruu

AHanmu3  CTPYKTYypbl  KIMHHYECKHUX  mposBiaeHuit [gA-H  BbeigBun
ompeNeIeHHbIe OCOOEHHOCTU. XOTS B HCCIEIOBAHHOW KOTOpTE Mpeobiaman
OECCUMIITOMHBIN  BapuaHT TeueHUs (MPOSABIAIOMMUNACS TMEPCUCTUPYIONIEH
MuKporeMatypueid B couetanuu ¢ [IY w/unu Al') Hanm knaccuueckoir Gpopmoit ¢
3MU30JaMHU MAaKpOTE€MAaTypUH, CTAaTHUCTUYECKH 3HAYUMMBIX PA3JIUYUNA MEXKAY

rpynnamMu yCTaHOBUTH He ynanock (p=0,377), uto orpaxkeHo Ha Pucynke 7.



65

100,0-
< 750-
o
=
QE Knunuueckuii Bapuant
g 50,0- . BeccumnromHbIi
% D Knaccuueckwit
=
=
S
= 25,0-

30,6
0,0-
I rpynna (ocHoBHas) IT rpynna (koHTpoOSBHAS )

Pucynox 7 — Pacnpeodenenue sapuanmog kaunuveckozco meuenus lgA-H 6
ucciedyemvlix epynnax

Hedbputuueckuit cungpom Obll  HauboJiee YacThIM  KJIUHUYECKHUM
nposBieHueM B paebOtore IgA-H B o0eux wuccienyemplx Trpynmnax, OJIHAKO

CTATUCTUYCCKHN 3HAYUMBIX MCKIPYIITOBBIX paSJII/I‘II/Iﬁ BBIIBJIEHO HE OBLIO

(p=0,418) (Pucynok 8).

100,0-
o 75.0-
:§"
:f_)( Beayuuii cunapom
g 50,0- . HzonuposaHHbIi MOYEBOIT
L§ |:I Hedputnuecknit
= 70,6
S 58,3
= 250-

0,0-

I rpynna (IOCHOBHaH) IT rpynmna (KIDHTpOJ'[bHaH)

Pucynokx 8 — Beoywue xaunuveckue cunopomul 6 oeorome |gA-H 6 uccreoyemoix
epynnax
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Jlabopamopuo-uncmpymenmanvuvie napamempbol

Ha cnenyromem stanme OblT MPOBEAECH CPaBHUTEIBHBIM aHAIU3 KIHOUYEBBIX
nabopaTOpHBIX MU MHCTPYMEHTAJIbHBIX MOKa3zaTejeil. XapakTep pachpeielieHus
KOJIMYECTBEHHBIX JaHHBIX OILICHUBAJIU C moMollbio Kputepus Kosmoropona-
CMmupHOBa, 4T0 000cHOBaHO 00BeMOM BhIOOpKHU (n> 50). B 3aBUCHUMOCTH OT €ro
pe3yiabTaToOB, MOKa3aTeiau mpeactaBieHbl aubo kak M = SD ¢ (95% JIN) (ans
HOPMAJILHOTO pacrpejaeneHus), 1ubo kak menuaHa (Me) U MeXKBapTUILHBIN
pazmax [Q1-Q3] (mns pacnpeneseHui, OTIUYHBIX OT HOPMAJIBHOIO), YTO

oTpaxkeHo B Tabnunax 8 u 9.

Tabnuya 8 — CpasnumenvHblll aHAIU3 2eMAMONIO2UYECKO20 Npouia 8
ucciedyemvix epynnax

| rpynma Il rpynna
lloxkasaTens (ocHOBHAas) (KOHTPOJIbHAS) P
Iapamempuvl KTUHUUECKO20 AHAU3A KPOBU
147,06+15,64 145,10+14,83
I'emorno6uH, r/n 0,628
(139,02-155,10) (141,61-148,58)
6,41 £ 1,65 6,60 £ 1,78
Jeitkouutsl, x10° 0,681
(5,56-7,26) (6,19-7,02)
4,91 +£ 0,48 4,90 = 0,47
Dputpouutsl, X10° 0,904
(4,67-5,16) (4,79-5,01)
250,12 + 50,01 248,82 + 62,41
Tpom6ouutsr, x10° 0,937
(224,40-275,83) (234,15-263,49)
Hapamempovl 6uoxumuueckozo anaiu3a Kpoeu
69,75 £ 5,02 68,56+6,39
OO6uuii 0enoK, /1 0,475
67,17 — 72,34 (67,06-70,06)
43,51+3,88 42,99+3,82
AnpOyMuH, T/1 0,616
(41,51-45,50) (42,08-43,89)
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IIpooonoscenue Tabruyor 8

| rpynna Il rpynna
Hoxasareims (ocHOBHAas) (KOHTpPOJIbHAS) p
4,62+0,86 4,82+1,12
XoJiecCTepUH, MMOJIb/JI 0,490
(4,18-5,06) (4,56-5,09)
102,00 97,50
Kpeatunun, MKMOJIB/1 0,514
[87,00 — 132,00] [82,50 — 131,00]
5,60 5,60
MoueBuHa, MMOJB/JI 0,271
[5,20 — 7,30] [4,60 — 6,95]
MoueBas KHCJIOTA, 6,23 + 1,08 6,18 + 1,49 0.887
MT/ U (5,67 - 6,79) (5,83 - 6,52) ’
22,75 17,75
AJIT, ME/n 0,073
[16,88 — 32,00] [13,40 — 27,75]
19,15 18,00
ACT, ME/n 0,091
[17,70 — 21,25] [14,90 — 20,90]
4,25 4,27
Kamnuii, MMmonb/n 0,874
[4,10-4,40] [4,09-4,50]
140,00 + 2,55 140,00 + 3,28
Hatpwuii, MMoJIb/N 1,000
(138,69-141,31) (139,22-140,78)
Iapamempvl umMMyHo0102UMECKO20 AHAIU3A KPOBU
4,35 + 1,06 3,37 £1,01
IgA, r/n <0,001*
(3,80 — 4,90) (3,13 - 3,61)
10,79 + 2,61 10,62 + 3,02
1gG, r/n 0,833
(9,40 — 12,19) (9,84 — 11,40)
IgM, r/n 1,04 10,89 — 1,56] 1,06 [0,60 — 1,55] 0,666
C3, r/n 1,20 [1,17-1,30] 1,12 [1,03-1,27] 0,138
C4, r/n 0,21 [0,19-0,30] 0,26 [0,20-0,30] 0,300

Ilpumeuanue: * — pasauuus noxazamenen cmamucmuyecku snavumol (P <0,05)
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JlabopaTopHas oIleHKa Mokasaja JoCToBepHO Oosice Bbicokme (P <0,001)
3HAYCHHUsS CHIBOPOTOYHOro IgA y manuenToB I rpynmer 4,35+1,06 (3,80-4,90) r/n

o cpaBHeHHIO ¢ manuentamu Il rpynmsr: 3,37£1,01 (3,13-3,61) r/x.

Tabauya 9 — Cpasnenue pCK®D 6 uccnedyemuvix epynnax

CK® no CKD-EPI, | rpynna Il rpynna p

mi/MuH/1,73m2 (ocHOBHAaS) (koHTpOJIbHAS)

Ha MOMEHT BKIIOUCHUSA 75,47 = 27,50 79,93 + 24,57 0513

B HCCJICIOBAHUE (61,33-89,61) (74,15-85,70) ’

82,62 + 17,07 85,69 + 21,06

B neOrore 3aboneBanus 0,589
(73,53-91,72) (80,74-90,64)
75,47 £ 23,12 82,07 £ 22,97

Ha momenT Hegpobuoncuu 0,291
(63,58-87,36) (76,67-87,46)

Ipumeuanue: * — pasauuus noxazamenen cmamucmuyecku snavumol (P <0,05)

CpaBHUTENbHBIM aHAIM3 MapamMeTpoB MOYU B O0€UX Tpylmax OTpPaXeH B

Taonune 10.

Tabruya 10 — CpasnumenvHbolli aHaiu3 nokazamenell Mo4u 8 2pynnax

IToka3zartenb | rpynna Il rpynna p
(ocHOBHa) (koHTpOJIBHAS)
CIIVY, r/cyT 1,50 [0,70-2,50] 0,70 [0,45-1,15] 0,014*
Iy, r/n 0,96 [0,70-1,60] 0,50 [0,30-0,92] 0,005*
DpUTPOIUTHI, B I1/3p 20,00[15,00-25,00] | 10,00 [7,00-20,00] 0,015*

Ilpumeuanue: * — pasauuus noxazamenen cmamucmuyecku 3navumol (P <0,05)

CpaBHuTenbHAsA OIlEHKA IMoKa3aTejged cyrtouyHod mnpoteunypuu (CIIY)

IpOoACMOHCTpHUPOBAJIa CTATUCTHUYCCKHU 3HAYNMBIC MCKTPYIIIIOBBIC PA3JINYHA. TaK,
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menuana CITY B I rpynne (1,50 [0,70-2,50] r/cyT) Oblia 3HaYMMO BBIIIE, YEM BO
II rpynmne (0,70 [0,45-1,15] r/cyt; p=0,014).

Kpome Ttoro, yposensb 1Y y manmenrtoB I rpynnsr (0,96 [0,70—1,60] r/x)
TaKXe JOCTOBEPHO MPEBOCXOAUJ 3HAYEHHS, 3apEeTHUCTPUPOBAHHBIE B TpYIIe
cpaBaenus (0,50 [0,30-0,92] r/x; p=0,005).

[Ipy CpaBHUTEIBHOM aHAM3€ MHUKPOTEMAaTypUH OBLIM  MOJTYYCHBI
CIAENyIOIINe pe3yabTaThl: B OCHOBHOW Tpylme KOJHYECTBO JDPUTPOIUTOB
cocrasmio 20,00 [15,00-25,00] B m/3p., uto nmoctoBepHOo Bhime (p <0,015)
aHajoruaHoro mokasateis Bo |l rpymmne — 10,00 [7,00-20,00] sputpouutoB B 11/3p.

CpaBuutenpHblil ananu3 mudp AJl npeacrasien B Tabaurme 11.

Tabauya 11 — Cpasnumenvuas xapaxmepucmuxa CAJ/ u JJA/ 6 epynnax

IToka3zartens | rpynma Il rpynna p
(ocHOBHAas) (KkoHTpOJIbHAS)
147,65+£12,06 134,96+16,65
CAJl, MM pT. CT. 0,001*
(141,45-153,85) (131,05-138,87)
94,35+ 12,78 85,79 + 10,86
JHAJl, MM pT. CT. 0,006*
(87,78-100,92) (83,24-88,34)

IIpumeuanue: * — paznuuus nokazamenet cmamucmuyecku 3navumol (P <0,05)

CTaTUCTUUYECKUI aHalM3 BBISIBUJ JOCTOBEPHBIC MEXTPYIIOBBIE pa3IUUHS
ypoBHeil AJl. ¥ mauueHToB | rpynmnsl 3aperucTpupoBaHbl CTATUCTUYECKU 3HAUYUMO
0oyee BHICOKHME MOKa3aTenu Mo cpaBHeHHIO co || rpynmoii.

Hns CAl: cpennee 3nauenue B I rpymme coctaBuio 147,65+12,06 (141,45
153,85) mm pt. ct. mpotur 134,96+16,65 (131,05-138,87) mm pt. ct. BO Il rpymme
(p=0,001).

Hns ALl cpennee 3nadyenue B | rpynme cocraBuio 94,35 + 12,78 (87,78—
100,92) mm pr. ct. npotuB 85,79 + 10,86 (83,24-88,34) mm prt.cT. Bo Il rpymnme
(p=0,006).
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Koppenayuonnuoiii ananuz meaxncoy AT T 1gA u coieopomounvim 1gA

IIpoBeneHHBIN KOPPEIALUOHHBIN aHAINU3 BBISABUJI CTATUCTUYECKHA 3HAUYUMY IO
B3auMocCBsA3b Mexay ypoBHemM AT Il IgA u xoHUeHTpanueid ChIBOPOTOYHOTO

IgA (Ta6muma 12).

Tabauya 12 — Oyenka koppenayuu medxcoy ypoguamu AT JIIIT IgA u 1gA

XapaKTepI/ICTI/IKa KOppGJ’ISIL[HOHHOfI CBiA3HU

IToka3arennp TecHoTa cBsI3u MO

mkaixe Yegnoka

IgA — AT IgA x JIIT 0,247 Cnabas 0,020*

Ipumeuanue: * — pasauuus noxazamenen cmamucmuyecku snavumol (P <0,05)

Mexay wucciaenyeMblMd TIapaMeTpaMu HabOdJanach CTAaTUCTUUYECKH
3Ha4YuMas mpsMas koppeisainus ciaadboit tecHotwl (p=0,247; p=0,020) mo mxkame
Yennoka. IlomydyenHass 3aBUCHMMOCTh OblIa ONHCAaHAa YpaBHEHHEM MapHOU

nuHeWHo# perpeccuu (1).
Y At anr 1ga = 4,663 X Xiga — 4,77 (1)

CornacHo TOJIY4YE€HHOM MOJeNu, TMpPU YBEJIUYEHUU KOHIICHTpAIUH
ceiBopoTouHoro IgA Ha 1 r/n cnenyet oxkuaars yBenuuenus AT I IgA na 4,663
oTH. en/miu. Mogens oObsicHsaeT 8,1% wnabmomaemoii nqucnepcuu AT I IgA

(Pucynox 9).
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Pucynok 9 — I'pagpuk peepeccuonnotl pynkyuu, xapaxkmepuszyouwui
sagucumocmv AT I 1gA om cvieopomounoeco 1gA

Hecmomps na sudumvle paznuuus 6 KIUHUYECKOU Kapmuhe, 0ba eapuanma
meweHuss 3a001e6aHUsl  OKA3AAUCL CMAMUCMUYECKU CONOCMABUMBIMU  NO
uzyvaemvim napamempam. Omu HAONI00EHUS CBUOEMENIbCMEYIONM O MOM, YMO
BLIPANCEHHOCMb  CUMRNMOMAMUKU He 8ce20d Koppeaupyem ¢ mMAICEeCmbio
namonaozuyeckozo npoyecca npu 1gA-H.

Ilonyuennvie 0anHble 0eMOHCMPUPYIOM 83AUMOCBA3b MEAHCOY KIUHULECKUMU
NPOosABIeHUAMU U 1AOOPAMOPHLIMU noKazamenamu y nayuenmos ¢ IgA-H. Ocoboz2o
BHUMAHUSL 3ACAYICUBAIOM BLIABIIEHHbLE ) OOJIbHBIX OCHOBHOU 2PYNNbL 8bLPANCEHHAS
1Y u mukpoecemamypus, Kkomopvlie 8 couemaHuu co CMoOUuKum noeviuieHuem AJl
C8UOEMENbCMBYIONM O BbICOKOU AKMUBHOCMU NAMOI02UUECKO20 npoyecca 6
noukax. Ilapannenvrno obnapyscenvl 3HaYUMblEe USMEHEHUS UMMYHHO20 cmamycd,
8 UACMHOCMU NOBbIUEHHBIU Ypo8eHb cbigopomounoco IQA, demoncmpupyiowuil
npAMy0 Koppeaayuonnyt zasucumocmo C AT JIIIT 1gA.

Omu OaHHblEe nO03801510M NPeonoNoHCUMDb cyujecmeosanue
namoz2eHemuyecKoco MexaHusma, C8A3b18AIOU €20 2uneppeaxmueHoCmy
CIUBUCMOU  KUwedHuxa ¢ nopaxcenuem nouex. QOcoOvlil HaAy4HblU UHMEpeC
npeocmasniem NOMEHYUAlbHAsl polb  2AI0MEH-0N0CPE00BAHHBIX  UMMYHHbIX

peakyui 8 pazsumuu u npozpeccuposanuu IgA-H.
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3.3 Mopdoaornyeckas xapakrepuctuka |gA-nedpponarun

Hnst mopdonoruueckoit Bepudukanuu auarnosa IgA-H ucnonws3oBanuck
o0pa3ubl MOYEYHOW TKAHU, MOJYYEHHBIE METOJOM NYyHKIUMOHHOW Ouoncuu. B
paMKax uccieloBaHUS OblI MPUMEHEH KOMIUJIEKCHBIA MOJAXO0J, OCHOBAaHHBIM Ha
J@aHHBIX CBETOBOW MUKPOCKOMHUHU U UMMYHO(DII0OpECIIEHIIUH.

Jng  cTaHAapTU3UPOBAHHOW OLEHKHM BBIPAXXEHHOCTU H3MEHEHUH B
HeppoOuonTaTax NPH CBETOONTHYECKOM HCCIEJOBAaHUU Obla NpPUMEHEHa
Oxcdopackas knaccupuranus MEST-C.

[Ipu olleHKE OCHOBHBIX CBETOONTUYECKUX U3MEHEHHUH B Mpejienax miouaiu
HeppoOuonTaTa B  OCHOBHOW rpynme  HaOJM0OAANUCh  KaK  aKTUBHBIE
npoiudepaTuBHbIE MPOLIECCHl, TaK U BbIpaKEHHbIE (UOPO3HO-CKIEPOTHUECKUE
U3MEHEHUs, HocAlue HeoOpaTuMblii xapaktep. Ilpm 3TOM cTaTucTHYECKH

3HAYUMBIX MEXKTPYIIOBBIX pa3inunil BeIsiBICHO He ObLI0 (Tabnuma 13).

Tabnuya 13 — CpasneHue ceemoonmuueckux udmMeHeHuli 8 Heghpobuonmamax 8
OCHOBHOU U KOHMPOJbHOU 2PYNNAX

CBETOOIITUUYECKHNE U3MEHEHUSI | rpynna Il rpynna p
(ocHOBHAs) (KOHTpOJIbHAA)

Me3aHrruanapHasi TUIEPKIECTOYHOCTH 82,4 12,2 0,543
(M1), %

OHIOKaNUIISIpHAS TUIIEPKIECTOYHOCTD 35,3 19,4 0,198
(E1), %

CerMeHTapHBIN TIIOMEPYJIOCKIEPO3 70,6 52,8 0,277
(S1), %

TyOynsapHas 23,5 13,9 0,457
aTpodusi/MHTEpCTUIIHATBLHBIN PuOPO3

(T1-T2), %

[Monynynust knetTodnsie/pudpo3HO- 59 11,1 1,000

xietoynbie (C1-C2), %
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Jna npoBeneHuss JOMOJHUTEIbHOTO CPABHUTEIBHOTO aHaJIM3a B OCHOBHOU
rpynmne | u kouTponabpHoi rpymnne Il Ob11u cpopMUpPOBaHBI YETHIPE MOATPYIIIIHL:

A - Hanmuyue akTUBHBIX HponudepaTuBHbIX uzMeHeHud (M1 w/mnu El),
HE3aBHCUMO OT Haluuus GUOPO3HO-CcKIepoTHYeCKHX u3MeHeHuu (S1 u/unu T1-2);

b - orcyrcTBHe akTUBHBIX NposudepaTuBHbIX u3MeHeHud (M1 u/unu El),
HE3aBHCUMO OT Haluuus GUOPO3HO-CcKIepoTHYeCKuX u3MeHeHuu (S1 u/mwmu T1-2);

B - Hanuume HeoOpaTuMbIX (UOPO3HO-CKIEPOTHUECKUX HU3MeHeHuU (S1
u/unu T1-2), HE3aBUCUMO OT HaJIUYUsI aKTUBHBIX NMPOJU(PEPATUBHBIX U3MEHEHUM
(M1 u/unu E1);

I' — orcyrcTBUE HeoOpaTUMBIX GUOPO3HO-CKIEPOTUUECKUX U3MeHeHUH (S1
u/unu T1-2), He3aBUCUMO OT HaJWYUsI aKTUBHBIX MPOJU(EpaTUBHBIX U3MEHEHUN
(M1 u/unm E1).

Takoih moaxon mo3Boaus oueHuTh BausiHue AT TN [gA Ha Kaxabpiii TN
U3MEeHEeHUH HedpoOuonTaTa OTAENbHO.

I[Ipu cpaBHeHuu mnoArpynn A W b OCHOBHOW M KOHTPOJBHOW TIpyIIl

CTaTUCTHYECKH 3HAYUMBIX pa3Indyuii mosydeHo He 010 (p=0,503) (Pucynok 10).

100,0-

75,0-

ES
g
g 50,0-
QS
E
=
S
= 25,0-
11,8
0,0-
I rpynna (bcuosuax) Il rpynna (K'()HTp()JIbHilﬂ)

Pucynox 10 — Pacnpedenenue akmuHovlx npoaughepamusuvlx usmeHeHull 6
ucciedyemvix epynnax

[Ipu npoBeneHun cpaBHUTEAbHOrO aHainuza mnoarpynn B u ' Obina
oOHapykeHa u€TKas TEHAEHIUS K OoJiee BBICOKOM pacnpocTpaHEHHOCTHU

H606paTI/IMBIX CBETOOIITHYECCKUX U3MCHCHHUM cpean nmangucHTOB OCHOBHOMH T'PYIIIIBI
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(82,4%) otHOCUTENBHO KOHTpOJBbHOU (56,9%). Habnomaemoe paznuume ObIIO

0JM3K0 K ypPOBHIO cTaTUCTHYeckoi 3Hauumoctu (p=0,059), uto oTOOpakeHo Ha

Pucynke 11.
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I rpyrma (bCHOBHaﬂ) Il rpynma (K'OHTpo.l'leaﬂ)

Pucynox 11 — Pacnpocmpanennocms HeoOpamumvlx Gubpo3HO-CKIEPOMULECKUX
U3MeHeHUll 8 UCCledyeMblX 2PYNNax

Ha ocHOBaHMM TMOJYy4YE€HHBIX pPE3YyJbTAaTOB B MNOArpynmnax (OCHOBHBIE
noarpynnsl IB u II'; konTponsHbie moarpynmnbel [IB u IIT") Owvutn paccuuTanbl
CleAyIOUHE NOKa3aTeNu KINHUYECKON 3HAUYUMOCTH.

Otnocutensubiil puck (RR), Bennunna kortoporo cocraBuia 1,46 (0,8235 /
0,5647), noka3pIBaeT, 4TO y MAllMEHTOB OCHOBHOM moArpymnmsl IB puck pazButus
HeoOpaTUMBIX U3MeHeHHH B 1,46 pa3a BhIllle, YeM Yy MAallMEHTOB B KOHTPOJLHOU
noarpynmne I1B.

Otnomenue mancoB (OR), paccuutannoe kak 3,60 ((14/3) / (48/37)),
CBUJIETEIHCTBYET O TOM, YTO IMIAHCHI BOSHUKHOBEHMS HEOOpATUMBIX U3MEHEHUH B
OCHOBHOU moarpynne IB npeBblmarT TakoOBbIE B KOHTPpOJAbHOU noarpynie [IB B
3,60 pa3za.

Pasnocts puckoB (RD), paBnas 0,2588 (0,8235 - 0,5647), yka3blBaeT Ha
a0COIIOTHYIO Pa3HUILY B PUCKE MEXKY TPyNIaMu. DTO 03HA4YaeT, YTO a0COTIOTHBIN
PUCK HEOOpATUMBIX U3MEHEHUI B OCHOBHOU noarpynme IB Ha 25,88 % Boliie, uem

B KOHTpoJabHOU noarpynmne [1B.
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Ha ocHoBe pa3HOCTHM PUCKOB OBLIO ONpPEAEICHO KOJMYECTBO MNAIMEHTOB,
HeoOxoaumoe ais HaHeceHus Bpeaa (NNH), kotopoe coctaBuino npumepno 4 (1 /
0,2588 = 3,86). JlaHHbIli MOKa3aTelb UHTEPIPETUPYETCA CIEAYIOIUM 00pa3oM:
7 TOro 4rtoObl HaOmOAaTh OJWH JOMOJHUTENbHBIM clydyail HEoOpaTUMBIX
W3MEHEeHu#, HeoOX0 MO, 4TOOBI B OCHOBHOM noarpymnmne IB nHaxonunocek okono 4
[IALlMEHTOB 110 CPAaBHEHUIO C KOHTPOJIBbHOU noArpynnoiu IIB.

Ilonyuennvie pezyrvmamuvl c8UOEMeENbCMBYIOM O NPAMOU CBA3U MeAHCOY
nanuyuem AT JIII' IgA 6 cwvieopomke Kpoeu u YyeeiudeHuem yacmomol
HeoOpamumvlx GuUOPO3HO-CKIepOMUUeCKUX U3MeHeHUll 6 Hedpodbuonmamax y
nayuenmos ¢ 1gA-H. Taxum obpazom, AT JIIII" IgA moeym paccmampusamuvcsi 8
Kauecmee NOMEHYUAbHO20 buomapkepa ons NPO2SHO3UPOBAHUS

npozpeccuposanus u Hebarazonpusmuozo npoznosa I1gA-H.

3.4 OueHka pucka nporpeccupoBanusi |gA-Hepponatun

B xonme wuccinemoBaHus Jid KakIOW TpPyNnbl ObIT  ONpeAesieH pPUcCK
nporpeccupoBanus IgA-H B Teuenue 5 net nmociie Ouorncuu (KpUTCPUH: CHUKECHHUE
pCK® >50% wunu pazsutue TIIH). Pacuer BBINOJHSAICS € MOMOIIBIK HIKAJIbI
International IgA-H Prediction Tool at biopsy — Adults u kanskyasatopa Calculate
by QxMD.

CpaBHeHUE NOJYUYEHHBIX MPOTHOCTUUECKUX MOKa3aTeJed MEexAy rpynmnaMu

npuBesieHo B Tabnume 14.

Tabauya 14 — Cpasrnenue S-nemmuezo pucka npoepeccupoganus |gA-H

IToka3zarens | rpynmna Il rpynmna P
(ocHOBHa) (koHTpOJIBHAS)
Puck (%) 15,05 [9,32 — 20,91] 7,99 [4,97 — 11,73] 0,015*

[Ipumeuanue: * — paznuuus mokaszaTenaed ctaTucTudecku 3HauuMBbI (p <0,05)
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CpaBHEHUE IPOTHOCTUYECKUX PUCKOB BBISIBUJIO, UTO Y MALIMEHTOB OCHOBHOU
rpynnsl BeposATHOCTh CHUKEHUA pCK® >50% wunum nporpeccupoBanus no TIIH B
TeueHue 5 net mocie Ouomncuum (15,05% [9,32-20,91]) Oblna cTaTUCTUUYECKHU
3HAYKMMO BBIINIE, YeM B rpynme koHTpois (7,99% [4,97-11,73]); (p=0,015).

Hanuuue AT JIII" IgA 6 cvigopomke 00CMOBEPHO C8A3AHO C Y8eaAUYeHUEeM
namunemuezo pucka npoepeccuposanus |gA-H, yumo ykasvieaem na e2o ponv kak
3HAYUMO20 NpOSHOCMUYEeCcKo20 Mapkepa. Tlakum o00pazom, UCNOAb30BAHUE
OAHHO20 CepoNocUYecK020 noxKazames AGNAemcs KIUHUYEeCKU NepCcneKmusHblM

0111 6olee MOUHOU cCMpaMmuPuKayuu nayuermos.

3.5 Mopdogoruueckasi XapakKTepUCTUKA CJIAUZUCTOI 000J10YKH TOHKOT O

KHIIeYHUKA y mnanueHToB ¢ IgA-nedponaruei

[TonoxuTenbHbIE PE3YJbTAThl CEPOJOTUUYECKOTO CKPUHUHIA MOCIYXUIIU
OCHOBaHHUEM JJisg mpoBeaeHus 330¢aroractponayonenockonuu (31 J1C) ¢ Ouoncueit
cnuszucton o6osouku JIIIK y 12 maniueHTOB OCHOBHOM T'PYMIIHI.

Hu B ogHOM ciyyae 3HAOCKONMMYECKass KapTHHA HE COOTBETCTBOBAja
KpUTEPUSIM  TJIIOTEHOBOM  »sHTeponaTtuu. OTCYTCTBOBAJIM  XapaKTEPHBIE
MaKpPOCKONIMYECKUE MPU3HAKHU, TAKWE KaK CTJIa)kKMBaHUE CKJIAJO0K, UX MOIEepeuHas
UCUYEPUYEHHOCTD, SIYEUCThIA MJIM MUKpOHOAYIsApHBbIA pucyHok COTK.

[Ipu mopdonorunueckoM ucciegoBanuu B 66,7% (N=8) ciaydaeB OMONTATHI
CIU3UCTON KHUIIEYHUKA UMEIU HOPMAJIBHOE CTPOCHHUE, YTO MO KiaccupuKauuu
Marsh-Oberhuber coorBercTBOBaNO cTagnuu Marsh 0.

Y 33,3% (n=4) GonbHBIX OBLI BBIABICH MEKIMUTCIUAIBHBIA JTUMQPOIUTO3
(Marsh 1), orpaxkaromuii Hanu4YWe HE3HAYUTEIBHBIX H/WIM HECTEHMUPUUECKUX
cTpykTypHbIX n3Mmenennii COTK.

Takum  obpazom, HecmMomps  HA  NOJNONCUMENbHbIE  pe3ylbmambl
Cceposo2uyecKk020 CKpuHuHaa, 8 omcymcmeue cneyuguieckux mopgonocuveckux

usmernenuit COTK, ouaecno3 I[JK nayuenmam | epynnol ne 6vi1 ycmanosien.
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3.6 Kinan4yeckoe HAOJJIIOIeHHUE

[Tantuent M., 46 net. Ilo nanabsiM aHamHe3a, 10 2019 roga naTojgorus novek
M MOYEBBIBOJSAIIMX NyTed OTCyTCTBOBaja. M3 UMEIOMMUXCA XPOHUUYECKUX
3aboneBanuii XKXKT ormeuanuce ractposzodareanbHas pediirokcHass O00Je3Hb C
pedtokc-330haruToM U XpOHUUYECKUNA TaCTPOAYOCHHUT.

B utone 2019 roga npu amOymnatopHOM OOCJieJOBAHUU B OOIIEM aHAU3E
MOYM BIEpBble ObUIM 3apeructpupoBanbl [1Y (mo 3,0 r/m) u s>purpouutypus.
buoxuMuueckuit aHaanu3 KPOBU BBISBUJ MOBBIIMIEHHBIN YPOBEHb MOYEBOU KUCIOTHI
10 9,2 Mr/an npu coXpaHHOW a30TOBBIICTUTEIILHONW (QYHKIIMU MOYEK (KpeaTUHUH
88,9 w™xkmonb/n, MoueBuHa 7,4 wmmonw/n). Ilpu wusmepenuu AJl BHepBbie
nuarnoctupoBana Al 1 crenmenu. I[lo maHHBIM yJIBTPa3BYKOBOTO HCCIEIOBAHUS
MOYeK — MUKpojuThaz ¥ Aud@y3HbIE U3MEHECHUS TMOUYEYHBIX CHUHYCOB C 00eHX
ctopoH. Ha ocHOBaHUU 3TUX AaHHBIX ObLJa 3aMoJ03peHa ypaTHas HedpomaTus, B
CBSI3U C YyeM Ha3HaueHa Tepamnus uHruouropamu AIID u kcantuHoKcuaaswl. Ha
¢doHe JIedeHUss OTMEUYeHa MOJIOKUTENbHAS TUHAMUKA: CHUKEHUE YPOBHS MOYEBOMU
KUCI0Thl 10 5,8 mr/mn u I1Y go 1,3 r/m, ogHako AOCTHYH I[€JE€BBIX 3HaUCHUU AJ]
HEe ypanoch. Ha nJaHHOM AMAarHOCTUYECKOM 3Tale BO3HUKIO MPEANOJI0KEHHUE O
Hanmuuuu X1 H.

B sauBape 2020 roma s BepupHKAIUMK JHArHo3a TAIMEHT OBLI
rocuuTaJIM3upoBaH B Heposoruueckoe otaencaue ®I'BY «I['maBHBIM BOCHHBIN
KIMHUYECKUN rocnuTailb uMmeHu akagemuka H. H. Bypmenko» MwuHoOOpOHBI
Poccuu. Ilpu mocTyniaeHUM COCTOSSHUE pACIEHEHO KaK YJIOBIETBOPUTEIbHOE.
[TaumeHT nmpeabsaBasaa kaaoObl HAa 3mU304bI moabéMa AJl, compoBoXaaromnecs
nedanrueii, a TakkKe Ha MEPUOIMYECKUN AUCKOMMOPT B MOSCHUYHOW 0OOIACTH.
[Ipu o6bexkTUBHOM ocMoOTpe: pocT 176 cm, macca Tena 84 kr (UMT 27,1 kr/m?).
HopmocTeHn4yeckuid THN TEIOCIOKEHUS C NMpU3HAKAaMU W30BITOYHOTO MUTAHHA.
AYCKYJNBbTAaTHBHO: JBIXaHUE BE3UKYJISIPHOE, XpUNbl HE BeicaymuBaroTcs, Y/ 16
B MUHYTY. TOHBI cepJilia sicHble, pUTMUYHBIE, IyJIbC 65 yn/mun. AJl 140/90 mm pT.

cr. Ilepudepuueckux oTékoB HeT. JXHBOT TpuW MNanbHallMu  MSITKHUM,
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0e300me3HeHHbId. CUMNOTOM MOKOJAYUBAHUSA OTPULIATENbHBIA ¢ O0EUX CTOPOH.
Juype3 coxpaHEH.

I[lo pganHbIM  7a0OPAaTOPHO-UHCTPYMEHTAIBHOTO  00cCleoBaHUi B
CTalMoHape BbIABIEHbI 3HaunMble usmMenenus: CIIY 4,3 r/cyT., aputpouutypus 1o
25 B moje 3peHus. B OmoxumuuyeckoM aHanu3e KpoBU oO0wmwuil Oenok 66 /i,
anpOymMuH 45 r/n. ®yHKUUS No4YeKk ocTaBanach coxpaHHoil. Coxpansnacs Al 1
creneHu. Jus yTouHeHus reHe3a Hedpomatuu Oblia MpoBeAEHA MYHKIHUOHHAA
Oouorncust moukd. Mopdonoruueckoe wucciegoBaHUE OuoNTaTa MO3BOJIUIO
yCTaHOBUTH OKOHYATENbHBIN AnarHo3: |gA-uedponatus ¢ KapTUHON (HOKAIBHOTO
npoiau@epaTuBHOTO  riaoMepyiaoHedputa U (POKAJIBHOTO  CErMEHTAPHOTO
rnomepynockiepos3a (M1 E1 S1 TO CO).

I[Ipu cBeTOONMTHYECKOM HCCICAOBAaHMM B Oumonrtate oOHapy)eHO &
KJ1yOOUYKOB, UMEIONIMX YBEJIMYEHHbIE pa3Mepbl. Bo Bcex kiyboukax HabI04a10Ch
nupdy3Hoe  pacuIMpeHHEe  ME3aHTHs,  CONPOBOXKIAIONIEeCs  yMEpEHHOU
Me3aHTuaibHOW (4—7 KIJIETOK B 30HE) M CETrMEHTApHOW HHIAOKAMUIIIAPHOU
nponudepanueit. B nByx kiay0oukax BHU3YyaIH3UPOBAINCH OYaru CKiIepo3a
KaMWJISPHBIX TeTelb ¢ (GOpMUPOBAHHMEM cCpalleHHH ¢ Karncyiaod boymena.
OTMmeyanoch BBIPAXEHHOE YTOJUIEHUE CTEHOK KanwuisipoB. B mapeHxume
BBISIBJICHBI AU(PPy3HO-0UaroBbli GpuOpPo3 MHTEPCTUIUS W aTpodUs KaHAIBIEB,
3anumaromue wmeHee 10% mnmomaau. B 30Hax ckiaepo3a MOpUCYTCTBOBasa
Hecneuupuyeckas wuHuiapbTpanus. Co CTOPOHBI COCYAOB: B apTepusix —
runeprpoduss MeIUUd U apTEPHOCKIEPO3 C TUIEPITACTO30M, apTEepHUOJbl 6e3

natojoruu (Pucynoxk 12).
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Pucynox 12 - Ceemosas muxpockonus noveunou mxkanu (LLIUK-peaxyus).
Busyanuzayusa ymepennozo pacuiupenus Me3aHeuaibH020 Mampukca Ha goue
Me3aHeUANbHOU U DHOOKANULIAPHOU Npoaugepayuu.

PesynbraTel MMMYHO(]IIOOPECIIEHTHOTO HCCIIeOBaHUs OMoNTaTa MOYKHU
nokasanu ciaenymoiiee: otioxenus IgA (+++) u C3 (++) BBIABICHBI B ME3aHTUH U
no nepudepuu KanWUISPHBIX MeTeldb. AHAJIOTUYHOE, HO MEHEEe HHTEHCUBHOE
cBeueHne orMmeueno is Lambda (+++) uw Kappa (++) nerkux 1emneii.
IgM omnpenensnca cinabo (+) TOABKO MO XOAY KaNWJUISAPHBIX MeTeNb. Peakiuu
Ha [gG, Clq u ¢ubpuHoreH ObLIM HETATUBHBIMU.

Ha ocHoBaHuum pgaHHBIX MOP(GOJOTUUYECKOTO aHalIM3a ¢ KIWHHUKO-
nabopaTOpHON KapTUHBI OBIJIO MPUHATO PEHICHUE BO3JEPKAThCS OT HA3HAUYCHUS
AKTUBHOW HMMYyHOCynpeccuBHOW Tepamuu. OCHOBHOM akieHT ObIT cAelaH Ha
uHTeHCupuKkanuo Hedpomporekuuu: mpo3a HAIID Osuta yBenuueHa 10
MaKCHMaJIbHO TEPEHOCHMOW C TJIaHUPOBAHHEM KOHTPOJBHOTO OOCIEIOBaHUS
yepes 3 Mmecsua.

B maprte 2020 rona ma dbone ycunennou tepanuu CIIY cumsunace g0 2,5
r/cyT. Jus wuckmodeHus BTOpuUYHOTO TeHe3a IgA-H manmeHTy mpoBeneH
ceponoruueckuit ckpuauHr Ha LIK. IIpu oTcyTcTBUU cenekTuBHOTrO Aepuunta IgA
B Ka4e€CTBE€ CKPUHHHTOBBIX MapKepoB Hcnoiab3oBanuch antutena: AT JIIT IgA

(107 otu. en/mn), AT TTI IgA (113 otH. en/mir) u ADM IgA (tutp <1:5).
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C uenbto mopdonornyeckoid BepuduUKalUUK JUarHoza OblIa BBINOJHEHA
OT'IC ¢ 6uoncueii u3 Hucxoasamero oraena u aykosuisl JIIK. I'uctomornueckoe
3aKJII0YEHHE: KapTHUHA XPOHUYECKOTO YMEPEHHO BBIPAXKEHHOIO AaKTHBHOTO
IyoJleHUTa ¢ JUuM(OIIa3MOIUTaPHON MHPUIbTpAIlUEH, IPUMECHI0 203UHODUIOB
u HeutpoduioB, a Takxke ¢opmupoBaHueM JTUGOUIHBIX (OJUIUKYIIOB.
JlocToBepHbIX MOpPGOJOTUYECKUX TPHU3HAKOB, XapakTepHbix gns LK, He

ob6HapyxeHo (Pucynok 13).

Pucynok 13 — I'ucmonoeuueckasn kapmuna COTK. Oxkpacka cemamokcuiuHom u
sos3unom (ye x200). A) ppaemenmor cruzucmoti ooonrouxu JIIK ¢ yuacmxamu
ampoghuu eopcun. b) Yuacmox crusucmoii o6onrouku ¢ ouazoeoi eunepniasuei
kpunm (ye. x200).



Pucynox 13 (Ilpooonsicenue) — B) [lokposhulil yurunopuieckutl dnumenuii ¢
NPUSHAKAMU Pe2eHepaAmOopPHbIX USMEHEHUL, NIOMHOCMb MeHCINUMENUATbHBIX
aumgpoyumog 11 na 100 snumenuoyumos (y6. x400).

VYuuteiBas BeisiBIeHUE ceposornueckux mapkepoB LUK (cneunpuueckux AT

B chiBopoTke KpoBU — AT TTT IgA u AT JIIT IgA), manueHTy B AOMOJHEHHUHU K

KOMILIEKCHON HeponpoTeKTUBHOU Tepanuu Obuia HazHaueHa A/l cpokom Ha 6

MCCALICB. I[I/IHaMI/IKa KIIIOYCBbIX J'Ia60paT0pHBIX ImokKazaTejaeu npcacCcTaBJICHA B

Taonune 15.

Tabauya 15 — JJunamurxa ocHOBHbIX 1aOOPAMOPHBIX NOKazamenel y nayuenma M.

[TapameTp Mapt 2020r. Cents6ps 2020r.

I'emorioOuH, r/n 148 147
OO6uuii 0enokK, /1 67 64

Kpeatunun, MKMOIB/T 98 87

MoueBrHa, MMOJIB/JI 7,4 8,5
MoueBas KucaoTa, Mr/ i 8,0 6,4
IgA, r/n 3,09 3,4
CIIY, r/cyT 2,5 1,5
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IIpooonoscenue Tabruywvr 15

[TapameTp Maprt 2020r. Centsa6ps 2020r.
OpUTPOLUTHI, B /3P 5-7-10 1-2-3
CK® no CKD-EPI, mu/mun/1,73 m? 79 90
AT 1TT IgA, oTH. ea/mn 113,0 91,6
AT JIIII" IgA, oTH. ea/mn 107,0 12,7

Ilpeocmasnennoe KiuHU4Yeckoe HabAOOeHUEe OeMOHCmpuUpyem, umo )
nayuenmos ¢ IgA-H ummynonocuueckuti ckpunume Modcem  GblAGNAMDb
svicokocneyuguunvie 0asa LK AT (AT mTI IgA u AT JIITI" IgA). Ilpumeuamenwvho,
ymo npu omcymcmeuu eucmonocuiecku sepupuyuposannou LK, exnouenue AIJ]
8 KOMMNJIEeKC He@pponpomeKmueHoU mepanuu AacCoOYyuupo8anlocb cO CHUNCEHUEM
akmuenocmu 1gA-H, umo noomeepoicoaemcs nonoscumenvHoti OUHAMUKOLL

KJl1o4eeblx Jza6opam0prlx noxkazameineil.
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T'JIABA 4. TIPOITHOCTHYECKAS MOJIEJIb ONPEJEJIEHUS
BEPOSITHOCTHU OBHAPYXKEHUS AHTUTEJI KJIACCA IGA K
JEAMUJIUPOBAHHBIM NNENTUIAM I''TIUAJJUHA Y BOJBHBIX IGA-
HE®POIIATHEM

Hnsa ouenku BepositTHocTH BoisiBaeHuss AT JIII IgA y nmauuentos ¢ IgA-H
METOJ0M OuHapHOM JOTUCTHYECKON  perpeccuu Oblla  MOCTpOEHa
OpOrHOCTUYECKAass MOJenb. B kadecTBe MpeIMKTOPOB B MOJEIU MCIOJIb30BAIUCH
yposeHb IV (r/an), CAJl (MM pT.CT.) U KOHILIEHTpaIusi CbIBOpoTOUHOTO IgA (T/1)
Ha oObeMe BbIOOpkHU B 105 Habmoaenuii. [lonyueHHas 3aBUCUMOCTH IIPEIC TaBIeHA

ypaBHEHUEM (2):

P=1/(1+e7?) x100%
z=-13,396 + 1,020Xny + 0,813Xga + 0,055Xcan (2)

rae P — BepostHocts oOHapyxenus AT I IgA (%); z — 3HaueHHe
JorucTudecko ¢pyHkuuu; Xpy — nporeunypus (r/i); Xiga — CbIBOpOTOUHBIN IgA
(r/1); Xcaj — CHCTOIIMYECKOE apTepHaabHOC JaBAeHHE (MM PT. CT.)

[lonyyeHHasd perpeccMOHHasi MOJE€Jdb C TOYKH 3PEHUS] COOTBETCTBUS
NPOTHO3UPYEMBIX 3HAUYCHUN HAOMI0IaeMbIX MPU BKIYEHUH MNPEAUKTOPOB IO
CPaBHEHHIO C MOJIENBIO0 0€3 MPEAUKTOPOB SABIACTCSA CTATUCTHYECKH 3HAYUMOU (p
<0,001). Benuuuna IlceBmo-R? Haiimxkenkepka coctaBmna 40,3%.

Ananu3 K0P (PUIMEHTOB perpeccuu mokaszajl MPSIMYI0 KOPPEISIHUI0 BCEX
uccinenyembix npeauktopoB (I1Y, CAJl u IgA) c BeposiTHOCTBhIO 0OHapyxeHust AT
AT IgA.

Cornacuo monenu, poct I[IY Ha 1 r/1 acconumupoBaH ¢ yBEIUUYECHHUEM IIAHCOB
BoisiBneHust AT JIIII" IgA B 2,774 pa3sa. IloBbilieHre ypoBHSI CBIBOPOTOYHOTO [gA
Ha | r/n yBeIMUMBAJIO BEPOSITHOCTH MOJOXKUTEIBHOTO pe3yabTaTa B 2,255 pa3sa, a

noBeimenne CAJl Ha 1 mMm pt. ¢T. — B 1,057 pa3za.
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CBs3b HcCeyeMbIX IPEIUKTOPOB C BEpOSITHOCTHIO oOHapyxkeHus AT I

IgA orpaxena B Tabuuue 16.

Tabauya 16 — Ceazve npoenocmuueckux gpaxmopos ¢ gviasienuem AT [T IgA

Unadjusted Adjusted
IIpenuxkrop

COR; 95% JI1 D AOR; 95% 11 D

IV, r/n 3,618; 1,562 - 8,373 | 0,003* |2,774;1,111 -6,931 | 0,029*

IgA, r/n 2,344; 1,366 — 4,023 | 0,002* |2,255; 1,271 -3,999 | 0,005*

CAL, 1,058; 1,016 - 1,102 | 0,00/* |1,057;1,005-1,112 | 0,030*

MM pT.CT.

Ipumeuanue: * — enuanue npedukmopa cmamucmuyecku 3navumo (P <0,05)

Ha Pucynke 14 npencraBieHbl CKOPPEKTUPOBAHHBIE OTHOUIEHHMS IIAHCOB C

95% AW nist npeAUKTOPOB, BKJIIOYEHHBIX B MOJIeIb (2).

CAJl, MM PT.CT. - i—o—

[Iporeunypus, r/un

IgA, r/n | .

1 3 5
OIII; 95% IH

Pucynok 14 — Omuowenus wawncos (OLLl) ¢ 95% J[H ons ucciedyemuix

npeouKmopos

ROC-ananu3 TpoOAEeMOHCTPUPOBAT JAUCKPUMHUHANMOHHYIO CIOCOOHOCTH

PErPECCUOHHON MOJEINIH, PE3yAbTaThl BU3yaAJIU3UPOBAaHbl HA Pucynke 15.
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Pucynox 15 — ROC-kpusas o1 mooenu npocHo3uposanus 6eposimHocmu
oonapyocenus AT IgA x JIIT

PesynpraTtel ROC-anHanu3a moKa3ajlu BBICOKYK JIUCKPUMHUHAIMOHHYIO
CITOCOOHOCTh MOJIEIH, O YEM CBHUJIETENBCTBYET miomanb noa kpusoi (AUC) 0,860
(95% AU: 0,744-0,976; p < 0,001).

Jlnss ompeneneHus KIMHUYECKHM 3HA4YMMOIrO IOpOra MPOTHO3UPOBAHUA
ucnonb3oBaiica uHAEKC IOnena. CornacHo aHanu3y, ONTHUMAaJbHON TOYKOM
pasnenenus (cut-off) saBusercs BeposTHoCcTh 19,5%. 3HadyeHus, paBHBIE WU
NpPEBBIIAIONINE JAHHBIM MOPOT, CBUAETEILCTBYIOT O MPOTHO3UPYEMOM HAIMYHUU
AT JIII' IgA. Ilpu 3TOM 4YYBCTBUTEIBHOCTh MoAenu pocturina 82,4%, a
cnemupuanocts — 83,1%. IlomoxwuTenbHAss TPOTHOCTHYECKAS IIEHHOCTH
cocTaBuia 83; oTpullaTeIbHasi IPOTHOCTUYECKAS LIEHHOCTh 82,5

JInst AeMOHCTpaluy NPAKTUYECKON 3HAUMMOCTH MPOTHOCTUYECKOU (YHKIIUHU
(2) B ouenke BepositHocTu oOHapyxkeHus AT IgA JIII" y mauuentoB ¢ IgA-H Huxe

MPUBEACHBI BA KIMHUYECKUX CIydas.
Kiaununuyeckuii cayuan 1

[Tamment M., 18 ger, OB TOCHUTAIU3UPOBAH B HEDPOJOTHUUECKOE

OTJleJICHUE IS MPOBEACHUS OUONCHU TOYKHM U YTOUHEHHS MOP(OIOTHYECKOU
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(dopMbl XpoHUUECKOTro raoMepyiaonedpura. [lo pesynbratram MOppoOIOrH4eCcKOTo
uccieoBaHus ObUT TOATBEpXKIAEeH aAuarHo3 IgA-ueppomatunu. Pesynprarsi
MOpP(hOJIOTUYECKOTO HcCCleqoBaHusl HedpoOuonTarta TMMO3BOJUIN YCTAHOBUTH
nuarno3 IgA-H. Ilpu nmoctynnenun AJ[ 110/70 mm pt. ct. Ilpu npoBeaeHuu
nabopaTopHOTO 00CIIeJOBaHUS MOKAa3aTEIM 00IeT0 U OMOXUMHUYECKOTO aHAJIU30B
KpOBM  HaxXxOIWJIWCh B  Tpenenax pedepeHCHBIX 3HaueHuil. JlaHHBIE,
XapakTepU3yIommne a30TOBBIJCIIUTEIbHYIO byHKIIUIO MOYeK, TaKkKe
COOTBETCTBOBAJIM HOpME. YpOBEHb CchiBOpoTOuHOTOo IgA — 3,6 /1. B ananuse
MouH: sputporuthl — 30 B momae 3penus, [IY — 0,2 r/n, CITY — 0,3 r/cyr. Panee
tepanus nAII® u uMMyHOCynpeccaHTaMH HE TPOBOIMIIACH. PacdeT MATHIETHETO
pucka cauxeHuss pCKD®>50% wunu paszsutus TIIH nmo mkane International IgA-H
Prediction Tool at biopsy — Adults moka3zan 3Hauenue 3,04%.

Hns pacueta BepositHocTH oOHapyxkenus AT JIIIT" IgA mo monenu (2) 6b11u
MCTOJb30BaHBI CIEAYIOUIUE MPEJUKTOPHI:

- [Iporeunypus — 0,2 r/1. (Xny =0,2)

- Vpoenb CAJl — 110 mm pr.cT. (Xcax =110)

- CeiBoporounsbrit IgA — 3,6 r/n. (Xiga =3,6)

B pesynbprare moACTAaHOBKM JaHHBIX B YpaBHEHHE Oblla MOJy4deHa
BepoATHOCTh 1,48%. IlockonbKy pe3yabTaT OKazalicsi HUXKE JUArHOCTUYECKOTO
nopora B 19,5%, 0wl caenan BHIBOJ 00 OTCYTCTBUU CEPOMO3UTUBHOCTH. JlaHHOE
3aKJII0YEeHUE BIIOCJIEJICTBUU OBLIIO HOATBEPKIECHO CEpOJOrUYECKUM

HCCIIEJOBAHUEM.
Knuanueckui ciayvai 2

[MTanuenT JI., 46 net. 'ociuTanu3upoBaH B HEPPOTOTUIECKOE OTIICICHUE B
cBA3M C nepcucteHuuer cumntomoB IgA-H, nuarHo3 KoTopoil paHee
Bepuduiuposan mopdosorudecku. [Ipu mocrynnenun AJl 154/102 mm pT. cT.
buoxumuueckuit ananu3 kpoBu:. kpeatuHud 108 mMxmons/n, pCK® nmo CKD-EPI
71,0 mu/mun/1,73m2. CeiBopotounbii IgA — 4,0 r/n. B KIMHUYECKOM aHalu3e

Mouu: putporutsl 10 B n/3p, 6enok 1,32 r/a. CIIY 2,25 r/cyr. Ha npoTsxeHuun
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O6onee 6 MecsleB moaydas HeQPONpoTeKTUBHYIO Tepanuio HAIID B Makc UMaIbHO
nepeHocuMbIx no3ax. [latunetnuit puck cHmxkenus pCK® >50% wnm paszButus
TIIH, paccuuTaHHBI C IIOMOLIBK MEXAYHApPOJHOW BAJIMAMPOBAHHOW IIKAJbI
International IgA-H Prediction Tool at biopsy — Adults, cocraBun 19,29%.

Jnst pacueta BepositTHocTU oOHapyxkeHuss AT JIIIT IgA no monenu (2) 6b1nu
MCII0JIb30BaHBI CIEAYIOUIUE MPEJUKTOPHI:

- [Iporeunypus — 1,32 r/n. (Xny =1,32)

- Yposeub CAJl — 154 mm pr.cT. (Xcag =154)

- CeiBopoTtouHblit IgA — 4,0 /1. (Xiga =4,0)

[loncTanoBka 3HaueHUN B ypaBHEeHHE (2) MoKa3ajia BEPOSATHOCTD BBISIBICHUS
AT I IgA 42,1%. Ilocnenyromuil CepoOrHYECKU CKPUHUHT MOATBEPANI
JaHHBIA MPOTHO3, BhIsIBUB NMoBbIeHHBIN ypoBeHb AT JIIII" IgA (107,3 En/mm).

Paspabomannaa  npoenocmuueckas  Mooeib  OYeHKU  8epOAMHOCMU
oonapyocenuss AT I IgA 6 cwisopomxe kposu y nayuenmog c¢ IgA-H,
obnadarwas 6viCOKOU YYBCMBUMENbHOCMbIO U CHeYUPUUHOCMbIO, N0380J4em
ONMUMUIUPOBANM b PACX00bl HA OUACHOCMUKY 3a CUem YelleHanpasieHHo2o ombopa
nayueHmos 0N  Cepoio2U4ecKko20  MmMecCmupo8anus,  YCO8EPULEHCMEO8AMb
cmpamupurayuio pucka npozepeccuposanus IgA-H, obecneuums
NnepcoHalU3UPOBAHHBII NOOX00 K 6edeHuio nayuenmos. Peanuszayus oOawnuou
MoO0enu 8 KIUHUYEeCKOU NPAKmuKe Modcem Nno8blcums 3 exmusHocms mepanuu

U yayduums 00J120CpoyHble Ucxoovl y nayuenmos ¢ IgA-H.
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3AK/ITIOYEHHUE

Hecmotps Ha 3HauuTenpHbld mnporpecc B wuszydenun IgA-H, enunas
NaTOreHeTuYecKas KOHIENLMS, TOJHOCThIO pACKPbIBAIOIIAsl MEXaHU3MbI Pa3BUTHU S
IJI0MEPYJISPHOTO MOBPEXKACHUS, OCTaeTCsl HEe ycTaHOBJIEHHOU. Tak, oOHapyKeHue
neno3uToB IgA B mo4yedyHOW TKaHU CBUIETEIBCTBYET 00 MMMYHOKOMIIJIEKCHOMU
npuponae 3aboneBaHus. OJIHAKO CYIIECTBEHHOE HECOOTBETCTBHE MEXIY
KJIMHUYECKUMHU MIPOSIBJICHUSMU, YPOBHEM CHIBOPOTOYHOTO |JA U MHTEHCUBHOCTHIO
€ro OTJOXEHHUS B ME3aHTMU YKa3blBa€T Ha CJIOXKHBIA MYyJIbTU(AKTOpHATbHBIN
NaTOT€HEe3 C yYacTUeM Pa3jInuHbIX GaKTOPOB UHAUBUAYAJIbHOW BOCIPUUMUHBOCTH
OpraHu3Ma, FeHETUYECKON MPeIpacnoa0KeHHOCTH U BIUSHUS BHEIIHEH cpebl.

Baxnoe mecto B natorenese IgA-H 3annmaeT KoHLeNIUs SHTEPOPEHAIBHOM
OCH, CBSI3bIBAIOLICH TIOMepylsipHOe 3a00JieBaHUE C KHUIIEYHBIM BOCMAJICHUEM —
KaK KJIMHUYECKH OYEBHUIHBIM, TaK U CYOKIMHUYECKHM. DTO OTKPHIBA€T HOBBIE
NEepPCHEeKTUBBI B AUATHOCTUKE U JICUCHUHU TIOMEPYIApHOTO 3a00JieBaHUsl, BKIIOUAs
METOJIbl, HANpaBJIE€HHbIE Ha MOAYIANUI aKTUBHOCTH MALT-cuctembl
KUIIEYHUKA.

Oco0ObIit HHTEpEC MPENCTABIAIOT JAHHBIE O BIUSHUU MUIIEBbHIX aHTUTECHOB, B
YaCTHOCTU TJIOTE€HA, KOTOPBIM MOXKET BBICTYNAaTh B POJIM MPOBOIUPYIOUIETO
dbakTopa, MHUIUHUPYIONIETO pa3BUTHE HePOMATHHU HIH YCYTYOJSIOMEro YXKe
uMerolleecs nopaxenue nouek. JanpHeilmne ucciaenoBaHus B 3TOM HalpaBICHUU
MOTYT CITOCOOCTBOBATh pa3pabOTKe MEePCOHATU3UPOBAHHBIX CTPATETHI Tepanuu, B
TOM YHCJI€ KOPPEKIUH MUTAHUS.

OcoOblii MHTEpEeC MJIsi HAy4YHOTO COOOIIecTBa MPEACTaBIAET acCCOLMALIMSA
IgA-H ©e Tombko ¢ Mopdonorunyeckun mnoaTBepxkaéunoun I[IK, HO u ¢
0€CCUMIITOMHBIM HOCHUTEIHCTBOM aHTHTEJ, BRICOKOCTIENM(DUUHBIX JJIs HEe.

Ha nepBom sTamne ucciaenoBaHus, COTJIAaCHO MOCTaBJICHHBIM 3ajavyam, Oblia
ompejeneHa yactora BcrpeuaemocTu cneuuduunsix ang LUK AT (AT AIIT IgA,

AT TTT IgA, ADM IgA), kotopast coctaBuia 19%.
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Cpenu uccienyembix ceponorunueckux mapképos (AT HIIT IgA, AT TTT
IgA, ADM IgA) AT JIIT" IgA obHapyx)uBanuch ¢ HaubOonbirek gyactoToit (100%)
10 CPAaBHEHHIO C APYTUMH BhicOKocTenupuaHbIMU AT,

Tak, HU B OJHOM ciiydae He Oblin oOHapyxkeHbl ADM IgA. Menee uem B 1%
ciydaeB Oblia 3aduKkcupoBaHa aBolHas cepono3utuBHocTh mo AT AT IgA u AT
TTL IgA.

HecMoTpss Ha pa3nuuusi B KIMHUYECKOW KapTHHE, 00a BapuaHTa TCUYCHUS
3a0osieBaHusi (OCCCUMNTOMHBIM W KJIACCUYECKHI) OKa3zaluCh CTATUCTUYECKHU
COMOCTAaBUMBIMU MO Hu3yudaembiM mnapamerpam (p=0,377). Takue HaOIOICHUSA
MOTYT CBHUJICTEJILCTBOBATh O TOM, YTO BBIPAXKEHHOCTHh CUMITOMATHKH HE BCErja
KOPPENHUPYET C TAKECTHIO MAaTOJOTHIECKOTO Mporecca npu [gA-H.

Oco0oro BHHMaHHS 3aCIyXHBAIOT PE3yIbTaThl CPABHUTEIHHOTO aHAJIU3a
OCHOBHBIX J1a0OpPaTOpPHO-UHCTPYMEHTAJIBHBIX IMapaMeTpoB. Tak, y MaIlMCHTOB
OCHOBHOW Tpynmbl OBUIM  BBISBICHBI MPHU3HAKU  BBICOKOW  aKTHBHOCTH
aTOJOTHYECKOT0 mpolecca B moukax: Beipaxkennas CITY (1,50 [0,70-2,50] r/cyT
npotus 0,70 [0,45-1,15] r/cyT; p=0,014), I1Y (0,96 [0,70-1,60] r/n npotus 0,50
[0,30-0,92] r/a; p=0,005), mukporematypus (20,00 [15,00-25,00] B 1i/3p nmpoTuB
10,00 [7,00-20,00] B /3p; p=0,015) B coueTaHHH CO CTOMKHM IMOBBIIICHHEM AJ]
(CAI 147,65+12,06 (141,45-153,85) mm prt. cT. npotuB 134,96+16,65 (131,05—
138,87) mwMm pr. cT.; p=0,001), 1A (94,35+12,78 (87,78-100,92) MM PT.CT IPOTHUB
85,79+10,86 (83,24-88,34) mm pr. cT.; p=0,006).

Takxxe ObuIM OOHApPYXKEHBI CTATUCTUUECKH 3HAYMMBICE H3MCHEHUS
MMMYHHOTO cTaTyca y 0o0clieJOBaHHBIX OONbHBIX. B WacTHOCTH, y MAIlMEHTOB B
OCHOBHOM rpymniie 3aUKCUPOBAHO CTATUCTUYECKHA 3HAYMMOE TTOBBIIIIEHUE YPOBHS
IgA B ceiBopoTKe KpoBu: 4,35+1,06 (3,80-4,90) r/n nporus 3,37+1,01 (3,13-3,61)
r/n B rpynme kouTpois (p <0,001).

Mexny ypoBaemM AT JIII" IgA u konuenrpauueit |[gA B CBIBOPOTKE KpOBU
HaOII0/1amach CTATUCTUUECKU 3HAYMMAas MpsiMas KOPPEIsUOHHAS CBS3b CIa00M

tecHOTHI 1o mkane Yenanoka (p=0,247; p=0,020). CorinacHo moay4eHHOU MOJEIU
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IpU YBEJIMYEHUHU KOHLEHTpauuu cbiBopoTodHoro IgA Ha 1 r/a ciegyer oxxuaaTh
yBenunuenuss AT I IgA na 4,663 oTH. en/mi.

PesynbraTel uccienoOBaHUS alOT OCHOBaHUE IMpeArojiaraTb Hajluudue
o0mero  NaTOreHeTHYeCKOro  MEXaHu3Ma, Jiexallero B  OCHOBE  Kak
TUNEPPEAKTUBHOCTH CIHM3UCTOM OOOJIOUKM KHUIIEYHHMKA, TaK U MOpPaXeHUs
MMOYEYHOU TKAHMU.

[Ipu olleHKEe OCHOBHBIX CBETOONTUYECKUX M3MEHEHHH B HeppobuonTaTax y
NalUEHTOB OCHOBHOW TpYMIbl BBIABJICHBI KaK AaKTHUBHBIE NpoJiMdepaTUBHbBIC
OpoLecchl, TaK U BbIpaXXeHHble HeoOpaTuMbie (QUOPO3HO-CKIEPOTHUECKUE
u3MeHeHus. [Ipu 3TOM CTAaTUCTHYECKU 3HAYMMBIX MEXKTPYIMOBBIX pa3Iudyuid
YCTaHOBJIEHO HE OBLIO.

Ha ocHOBaHMM CpaBHUTENBHOTO aHaJM3a MOATPYIIN YCTAHOBJIEHO, YTO
Hanmuune AT JIII' IgA He oka3blBaeT CYHWECTBEHHOIO BIMAHHUSA Ha 4YacTOTY
BBISIBJICHUS AKTHUBHBIX Mpodu(EepaTUBHBIX HW3MEHEHUW B TMOYEYHOM TKaHHU
(p=0,503). B 1o xe BpeMs OTMEuYeHO, uTO y mnamueHTtoB ¢ [gA-H wacrtorta
HeoOpaTUMBIX (PUOPO3HO-CKICPOTHUECKUX HU3MEHEHHM B HedpoOumomnTarax
BOo3pacTaeT npu uzojgupoBanHoMm odHapyxeHuu AT JIIIT" IgA B chIBOpOTKE KPOBU:
82,4% B OoCHOBHOU rpymnmne npotuB 56,9% B rpymmne koutposns (p=0,059). Dto
no3poiset paccmarpuBath AT JIIII" IgA B kaduecTBe MepcrneKTUBHOTO OMoOMapkepa
I IPOTHO3UPOBAHUS MPOrpeccUpoBaHus U HeOnaronpusiTHoro TeueHus [gA-H.

B pamkax mnpoBeIEeHHOro HCCIE€AOBaHUS AJs MPOTHOCTUYECKOW OIEHKH
pucka cauxkenusas CK® >50% unu pa3zsutus TIIH B Tedenue S-netHero nepuoja
MocJie BBHIMOJHEHHOW HedpoOuoncum Oblla MpUMEHEHAa MEXJIYHapoJHas MIKaja
International IgA-H Prediction Tool at biopsy — Adults.

CpaBHUTENbHBIN aHaIW3 BBIABUI CTAaTUCTUYECKU 3HAYUMBbIE pa3IUUuMs
MEXAYy TpyHIaMH: y NAaOUMEHTOB | rpynmel cpeaHUN NPOTHO3UPYEMBIM PHUCK
coctaBmi 15,05% [9,32-20,91], 9TO TOCTOBEPHO MPEBBIIIATO COOTBETCTBYIONHIMA
nokaszatenb Bo Il rpynme — 7,99% [4,97-11,73]; (p=0,015).

Hanuune AT JIII" IgA B CBIBOPOTKE JOCTOBEPHO CBS3aHO C YBEJIMYECHHUEM

MSATUIIETHETO PUCKAa mporpeccupoBanus IgA-H, 4To yka3plBaeT Ha €ro pojb Kak
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3HaYMMOTO TPOTHOCTUYECKOTO Mapkepa. TakuMm 00pa3oMm, HCIOJb30BAHUE
JaHHOTO CEPOJIOTHYECKOTO IMOKa3aTess SBIACTCS KIMHUYECKH TMEPCIEKTUBHBIM
s 6ojiee TOUHOU CTpaTU(HUKAIIMY MAIIUCHTOB.

[IpoBegeHHOE HSHAOCKOMUYECKOE HCCIEJOBaHHWE BO BCEX CIydasx
UCKITIOUMIIO HaJIMIUE XapaKTEPHBIX MAaKPOCKOMMYECKUX MPHU3HAKOB TIIIOTEHOBOM
sHTepomaTuu. Mopdomoruueckoe wHcCciIeqOBaHNE OWONTATOB TOHKOW KHIIKHU
noKa3ajio, 4To B OOJBIIMHCTBE ciydaeB (66,7%, N=8) coxpaHsioch HOPMAJIbHOE
TUCTOJIOTHYECKOE CTPOCHUE CIM3UCTONW O00OJOYKH, YTO COOTBEeTCTBYeT 0 cTamum
no kiaccudukanuu Marsh-Oberhuber. ¥V Tpetu o00cienoBaHHBIX MAllUEHTOB
ocHoBHO# rpynmsl (33,3%, N=4) 6buTH 00HAPYKEHBI MUHUMAJIbHbIC U3MECHEHUS B
BUAE MexdnurenauaibHoro aumponuroza (Marsh 1), koTtopsle MOryT
pacleHuBaTbCsd KakK Hecrnenuduueckass peakius CIU3UCTOM OOOJOYKH W HE
SIBJISIFOTCSI TIOCTAaTOYHBIM OCHOBaHHMEM JUJIsl THarHocTuku K.

Hnst onienku BeposTHocTH oOHapyxkenuss AT JIII" IgA B chIBOpOTKE KPOBHU
y namnueHTtoB ¢ IgA-H Opina pa3paboraHa mporHOCTHYECKAs MOJEIb METOJA0M
OMHApHOW JIOTUCTUYECKOW pPErpeccuu ¢ MCMOJb30BaHUEM HaubojIee 3HaYMMBIX
npenuktopoB: IIY, r/n; CA, MM pt. cT.; ceiBopoTouHblii IgA, r/n. Iloporosoe
3Ha4YeHHE JOoructTuueckoi ¢dyHkuuu P ompenensinocs ¢ nmomombio aHanuza ROC-
kpuBbIX. Ilmomans moxq ROC-kpuBoit cocrasmma 0,860; JIM: 0,744-0,976 (p
<0,001).

[TonydenHas moxens Obuia cratuctudecku 3Haummon (p <0,001). [dns
OTNpe/ieJCHUs KIMHUYECKH 3HAUYMMOTrO MOpOTra MPOTHO3UPOBAHUS MCIOIb30BAJICS
uanekc lOnena. CornmacHo aHanu3y, ONTUMaIbHON TOUKOW pasaencHus (cut-off)
SBJISETCS BEPOATHOCTH 19,5%. 3HaueHus, paBHbIC WJIM TNPEBBINIAIONINE JTAHHBIN
MOPOTr, CBUAETENBCTBYIOT O nporHo3upyemom Hanmmuuu AT I IgA. IIpu satom
JyBCTBUTEIBHOCTH MoJenu aocturia 82,4%, a cnenudpuanocts — 83,1%.

Takum o0pa3zom, pa3paboTaHHAsT MNPOTHOCTHUYECKAss MOJEdb OIEHKHU
BeposiTHOCcTU oOHapyxkenus AT JIIII" I[gA B chiBOpOTKE KPOBHU y HAallUEHTOB ¢ [gA -
H, o6namaromas BHICOKOW YYBCTBUTEIHLHOCTHIO U CHEIUPUIHOCTHIO, TTO3BOJISICT

OIITUMHU3HUPOBATH paCcXoJbl HAa JHUAIrHOCTHUKY 3a CUCT LCJICHAIIPABJICHHOIO 0T60pa
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MAalUEHTOB  JJId  CEPOJIOTHUYECKOrO0  TECTUPOBAHWSA, YCOBEPUIECHCTBOBATH
cTpaTuuKanuio pucka MPOTPECCUPOBAHUA IgA-H, 0o0ecreyuTh
MEPCOHATU3UPOBAHHBIM IOAXOJ K BEIECHUIO NALMEHTOB. Peamu3anus AaHHOU
MOJIEJIM B KJIMHUYECKON MPAKTUKE MOXKET MOBBICUTH d(PPEKTUBHOCTH Tepamuu U

YAYUYIIUTH JOJATOCPOYHBIE UCXOAbI Yy anueHToB ¢ IgA-H.
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BbIBO/IbI

1. Cpenun nanuenToB ¢ [gA-H vactora BeisiBnenus AT JIIII" IgA B celBOpOTKE
KpOBHM, BKJto4as ciyyail nBoitHoi cepono3utuBHocTu ¢ AT TTT IgA, cocraBisieT
19% u npencTaBiseT MOYTH KaXKAbIH 5 ciydail 3a6oneBanusd. JJOMUHUPYIOMUNA THUIT
AT — AT IgA x AIIT" (100%), Torna kak ADM IgA Bo Bcell BEIOOpKE OKazaluch
OTPHULATEIbHBIMU.

2. Hanuume BpipaxeHHOU I[IY M >pUTPOLUTYpPHUH B COUYETAHUHU CO CTOWKOM
AT cBUIETENBCTBYET O BBICOKOW CTENEHU aKTUBHOCTH MMMYHOBOCHAJIUTEIBHOTO
npoiecca B Io4YeyHoOW TkaHu y narueHToB ¢ [gA-H, ceponosutuBabix mo AT JIIT
IgA.

3. Hanuume AT JIII' IgA B CBIBOPOTKE KpPOBH aCCOIMUPOBAHO C
NOBBIIIEHHBIM pHCKOM mporpeccupoBanus IgA-H B Teuenuwe 5 netr mocie
BBITMIOJTHEHHOW  HedpoOMONcumM, COrjlacHO pacueTaM C HUCHOJb30BAHUEM
MexxayHapoanoi mkansl International IgAN Prediction Tool at biopsy — Adults.

4. Mopdonorudeckasi KapTUHA TOYEUHOUW TKAHU y CEPONO3UTUBHBIX MO0 AT
JIIT 1gA 6onpHBIX IgA-H oTnmyaeTcs MOBBIIEHHOW YaCTOTOW BCTPEUYAEMOCTH
HEoOpaTUMBIX (GUOPO3HO-CKICPOTHUYCCKUX U3MECHECHHU.

5. Pa3paboranHas BBICOKOUYBCTBHUTEIbHAasI U  BbICOKOCHeUH(pUYHAS
INPOTHOCTHUYECKAss MOJIeb olipeieaeHus BeposiTHOoCTH BoeiaBieHuss AT I IgA y
nanueHToB ¢ IgA-H cmocobna  peannszoBaTh  mepcOHUGHUIHPOBAHHBIN

KJIUHUYECKUU MOJAX0] K JUArHOCTUKE U JieueHuo [gA-H.



04

NPAKTUYECKHUE PEKOMEHJALIUNA

1. Bxintounth TectupoBanue Ha AT JIIII" IgA B chIBOpOTKE KPOBU B KaUeCTBE
CTaHJAApPTHOTO KOMIOHEHTA CEPOJOruYeckoro oocienoBanus nanueHToB ¢ 1gA-H.

2. BHeIpUTh BBICOKOUYBCTBUTEIbHYIO U CHEHU(PUUECKYIO IPOTHOCTUYECKY IO
MOJIeJb JJIsl OLIEHKU MHAMBUAYaJIbHOT O pucka cepono3utusHoctu no AT JATIT IgA
B CBIBOPOTKE KpOBHU y nmanueHTos ¢ IgA-H.

3.Ucnonb3oBaTh  pa3pabOTaHHYI0  MNPOTHOCTHUYECKYIO  MOJENb  AJsd
IeJieHanpaBieHHoro orbopa mamuentoB ¢ IgA-H wa TecTtupoBaHue ¢
onpeneneauem AT JIII' [gA B CBIBOPOTKE KPOBM C LEIAbIO AKOHOMHYECKOMU

3(pPeKTUBHOCTU NTUAaTHOCTHYECKOT0 Ipollecca.
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CIINCOK COKPAIIEHUHN U YCJOBHBIX OBO3HAUEHUN

Al' — apTepuanbHas TUIIEPTEH3US

AT'A — aHTUTENA K TIUATUHY

ATl — arnoTeHoBas AueTa

AJl — apTepuanbHOE aBJIEHUE

AT — anturena

AT OIII" IgA — anTuTena K 1eaMUAUPOBAHHBIM MenTUaaM riauaauna 1gA
AT TTT IgA — anTUTENa K TKaHEBOW TpaHcriyramuHase [gA
ADM IgA — antutena kK sHgOMU3NI0 1gA

B3K — BocnanuTenbHbie 3a001eBaHUS KUIIEYHUKA

I'KC — rmroKOKOpTUKOCTEPOUIbI

I'H — rnmomepynonedppur

JA — noBEepUTEIbHBIN UHTEPBAI

JIIK — nBeHaguaTunepcTHas KUIIKa

KKT — x)enyq04YHO-KAIIEYHBIN TPAKT

3IIT — 3aMecTUTENIbHAS TOYEUHAS TEPANUs

UAII® — uHrHOUTOP aHTMOTEH3WHIIPEBpaIIaKIero gepMeHTa
UK — uMMyHHBIE KOMILIEKCHI

NDH-y — uaTepdhepod ramma

OP — oTHOCUTENBHBIN PUCK

ITY — nporeunypus

PAAC — peHUH-aHTMOTEH3UH-aJIbIOCTEPOHOBAs CUCTEMA
pCK® — pacuérHas cKOpocTh KIyOOUKOBOH PUIBTpAIIUU
COTK — cauzuctas 0007104Ka TOHKOTO KUILIEYHUKA

CIIY — cyTo4Hasi IpOTEUHYPUS

cpllY — cpennuil ypoBeHb NPOTEUHYPHUH, PACCUUTAHHBIN 32 ONPEAECIEHHBIN
MepHoJ HAOIIOACHUS

TIIH — TepMuHanpHas moyeyHas HEJOCTATOYHOCTh

TTT -2 — TkKaHeBas TpaHCTIyTaMHuHa3a 2
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®HOw — dpakTop HEKpO3a ONMyXoiu albda

XT'H — xpoHuueckui raoMepyaoHedpur

UK — nupKyIupyromue UMMYHHBIE KOMIIJIEKCHI

LK — nenuakus

OI'IC — »30(aroracTpo1yo1€HOCKOTHS

CD71 — peuentop TpaHnchpeppuna

E — sHpokanuisipHasi THIEPKIETOYHOCTD

Gd-1gAl — ranakTo301epUIUTHBI UMMYHOTJIOOYITUH A
IgA — umMMyHOTIOOYIHH A

IgA-H — umMmmyHornooynun A Hepponatus

IgAl — monuMepHbI UMMYHOTJIOOYIUH A

M — Me3aHTHalIbHAS TUNIEPKIETOYHOCTH

(M) — cpennee apudmMeTHUECKOEC

MALT (mucosa-associated lymphoid tissue) — naumdougHas
aCCOLMUPOBAHHAS CO CIM3UCTHIMHU 000JIOUKAMHU

Me — mennana

MEST-C — Okcdopnackas knaccupukamnus |gA-aHepponatun
S — cerMeHTapHBIN TIIOMEPYITOCKIEPO3

sCD89 — pactBopumas ¢opma perentopa IgA

SD - cranpapTHOE OTKJIOHEHHUE

SIgA — cexkpeTOpHbIi UMMYHOTJIO0YJINH A

T — TyOynsapHas atpodus/uaTepcTUIINAIBHBIN PUOpPO3

TKaHb,
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