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BBEJIEHUE
AKTYaJIbHOCTH TeMbI HCCICA0BAHUS

Bocnanmurenpapie 3a0oneBanus kumednuka (B3K), Brmaouaromme 00ie3HbB
Kpona (BK) wu s3Bennsiii komutr (SK), npencraBiastor coboii  XpOHUYECKHE
pPEIUANBUPYIOIIHE 3a00I€BaHUs, XapaKTEPU3YIOMNECS TPOTPECCUPYIONTUM TCUCHHUEM,
BBICOKHM PHCKOM pa3BUTHS OCJIOKHCHHWH, WHBATUAN3AIUA W HEOOXOIUMOCTHIO
XUPYPruyecKoro BMeNiaTeaIbCTBa. B nociaeqnue necsaTuiaeTus OTME4YaeTcsl YCTOMUHBBIN
poct 3aboneBaeMoctd B3K kak cpeau B3poCibIX, TaK UM Cpeaud ACTEH, UTO MO3BOJISET
paccMaTpuBaTh MTaHHYIO TPYyMIy 3a00JieBaHWI B KayeCTBE 3HAYUMOHN TJIOOAITBHOU
mpo0JeMbI 00IIeCTBEHHOTO 3/paBooxpaneHus [51, 76, 130]. B3K ¢ panauM neGrotom
HEpPEIKO  XapakTepu3yrTcss ~ 0OoJiee  arpecCMBHBIM  TEUYCHUEM, OBICTPBIM
MPOTPECCUPOBAHUEM MATOJIOTMYECKOr0 mpoliecca, GOPMUPOBAHUEM PE3UCTEHTHOCTH K
CTaHJAPTHOM Tepanuu U HEOJArompHUsITHBIM BIUSHUEM Ha (U3UYECKOE PAa3BUTHE, YTO
MOTYEPKUBACT HEOOXOIMMOCTh CBOEBPEMEHHOMN Bepu(uKauu nuardosa [41].

Hudbdepenunansuas auarnoctuka B3K octaetcs cnoxHol 3amadeit, o0cOOEHHO B
MeUaTPUUECKON TPAKTUKE W MpU aTUNUYHBIX (opmax 3aboneBanust [111, 119].
JIMarHoCTUYECKU TMPOIIECC HEPEIKO 3aTATUBAETCS BCIEICTBHE HECTICHU(PUIHOCTU
KJIIMHUYECKOW CHUMIITOMATHUKH, BKJOYas O0JIeBOM  a0JOMUHANBHBIA  CHUHJIIPOM,
KPOBSIHUCTYIO JIMApPEI0, a TAaKKE BHEKUIICYHBIE MPOSBICHUS, TAKHE KaK MOPaXKECHUE
KOXXHU U CIIM3UCTON 000JI0YKH MOJOCTH pTa. HecMOTps Ha Hamu4Ke XOpOIlo W3BECTHBIX
KJIIMHUYECKHUX, IHJAOCKOMUYECKUX U MOPQOIOTHUUECKUX KpUTepueB, mpumepHo B 20%

CJIy4aeB JMarHo3 ocTaercs He Bepudunnponat [15, 43].



B coBpeMeHHOW NeauaTpuyecKod NpakTHKE Uil UHAYKUMH pemuccnn B3K
IIMPOKO  MPUMEHSIIOTCA  [JIIOKOKOPTUKOCTEPOMJIBI,  HCIIOJIB30BAHUE  KOTOPBIX
aCCOLIMMPOBAHO C Pa3BUTHEM 3HAUUTENIBHOTO CIIEKTPa CEPhE3HBIX MOOOUHBIX (D PEeKTOB
[52]. [IpumeHeHre OMOJIOrMYeCcKO Teparnuy B Ka4eCTBE MEPBOM JTUHUU JICUEHHS MOXKET
ObITh 3(PPEKTUBHBIM, OJHAKO OTCYTCTBHE TOYHBIX IPOTHOCTUYECKUX KPUTEPHEB
HEONAronpusTHOr0 TeyeHus, ocobeHHo mpu K, CylecTBeHHO OrpaHuYMBaET
BO3MOXXHOCTH CBOEBPEMEHHOTO OTOOpa TAIMEHTOB [UIsl pPaHHEr0 Ha3HAYCHUS
ouonornyeckor Teparmu [21, 22, 42, 52, 100]. B 3Toii cBS3u 0COOYI0 aKTyadbHOCTH
NpHOOpETaeT TOUCK JOMOJTHUTEIBHBIX JMAarHOCTUYECKUX MapKepoB, 00JIaaroImux
BBICOKOM TMPOTHOCTUYECKON LIEHHOCTBIO U TMO3BOJISIOIIMX HAJIEKHO OLEHUBATH PHCK
pa3BUTHS OCIOKHEHUN M HEOOXOJUMOCTh XMPYpPrHUecKoro BmemrarenscTsa [116, 94,
110]. Crpatudukanus ManueHTOB MO PUCKY MPOTPECCUPOBAHUS 3a00JIEBAHUS WMEET
KJIFOYE€BOE 3HAYEHUE ISl ONTUMU3ALMN U CTAHAAPTU3ALMH TEPANEBTUYECKUX MOIXO0/I0B
[100].

Ceponoryueckne # JabOpaTOpHbIE MapKepbl WIpalOT BaXHYH poJib B
auarHoctuke B3K, mo3Bosisis BBISBISATH MAMEHTOB, HYXJAIOIIUXCS B YIiIyOJIEHHOM
MHCTPYMEHTAJIbHOM  OOCJIEIOBaHUM, a TaKKe MPOBOJUTh OLIEHKY aKTUBHOCTHU
BOCIAJIMTENILHOTO MPOIecca U MOHUTOPUHT 3¢ dexTuBHOCTH Tepanuu [68, 122, 13, 126,
128]. AutuneitpodpuiabHbie nuToIUIazmMaTudeckue antutena (ANCA) u aHTUTENa K
Saccharomyces cerevisiac (ASCA) cuuTaroTcsi OCHOBHBIMH CEpPOJIOTHYECKUMU
mapkepamu B3K, onHako, KIMHHYeCKas IPAaKTHKa IOKa3aja MX CYIIECTBECHHbBIC
OTPAaHUYEHUS, CBA3aHHBIE C HEJOCTATOYHOM UYBCTBUTEIBHOCTHIO U CIELU(PUUYHOCTHIO

[14, 20, 37]. Ilo nurepaTypHbiM JaHHbIM, 4acToTa BbIsIBIECHHA ANCA mnpu AK



Bapbupyet oT 30% mo0 80% [63, 101, 113, 137], mpu BK — ot 5% no 40% [96, 106, 65].
ASCA o6napyxusatot npu BK B 40-60% ciyuaes, ipu AK — B 5-15% [96, 106, 113].
IlokazarenbHO, 4TO JAHHBIE MApKEPHI MPUCYTCTBYIOT U B 310poBoM nonyJranuu: ANCA
— npumepHo y 2% 310poBbix qui; ASCA —y 3% [30, 47, 49].

OtnenpHON MpoOiemMoit sBisieTcs monbiTka ucrnoiab3oBaTh ANCA u ASCA s
BEJCHHUS TMAIMEHTOB C Y€ YCTaHOBJIEHHbIM auarHozom B3K [7, 37, 125, 126].
IIpocniekTUBHBIE UCCIIEIOBAHUS TTOKA3JIM, YTO TUTPBI ATUX aHTUTEN HE KOPPEIUPYIOT C
AHJOCKOITMYECKON aKTUBHOCTBIO 3a00JICBaHWsA, HE HW3MEHSAIOTCA 3HAYUMO TPH
JOCTH)KCHUU KIIMHUKO-2HJOCKOIIMYECKOW PEMHMCCHUM, HE IIPEJICKa3bIBAlOT OTBET Ha
Tepanu HW He o00JaJalT MPOTHOCTHUYECKONW IICHHOCTBIO B OTHOIICHHUH pHCKa
nocieonepanmoHHbIXx penuauBoB npu bK [7, 14, 20, 37]. Takum o6pazom, Hu ANCA,
au  ASCA He o001amaroT [JOCTATOYHOM JHArHOCTUYECKOW TOYHOCTBIO  JUIS
CaMOCTOSITEJILBHOTO MCIIOJIb30BAHMS HM Ha JTale INMEePBUYHON TUArHOCTUKH, HU IIpH
Mmouutopunre BbK wmm K [20, 63, 125, 137]. Beicokas BapuabeIbHOCTH
YyBCTBUTEIHHOCTH U CIIEIM(PUIHOCTH, 3HAUNTEIbHAS 30Ha TIEPEKPECTHBIX PE3yJIbTaTOB
MEXAY HO30JIOTHAMHU M TOJOKUTEJbHBIE PE3yJIbTaThbl B MOIMYJALMUA 3I0POBBIX JIHUII
JeIaloT 3T TECThl ~ OTPpaHWYEHHO  HMH(POPMATUBHBIMU B COBPEMCHHOM
racTposHreposoruu [9, 138, 141].

Takum  00pa3oM,  cOXpaHSAWOIIMICI  TePUIUT  BBICOKOMH(OPMATUBHBIX
HEUMHBA3WBHBIX MAapKEPOB C JIOKA3aHHOW JUArHOCTUYECKOM M MPOTHOCTUYECKOU
3HAYUMOCTBIO OTpeAesieT HEOOXOMUMOCTh JaJbHEHIIINX HCCICIOBAaHUN B JTaHHOM

HalpaBJICHUH U O6YCJIOBJII/IBaeT AKTYaJIbHOCTH HACTOAIICTO UCCICAOBAHNA.



CreneHb pa3padoTAHHOCTH TEMBI

Juarnoctuyeckass u nporHocruueckas neHHocTb ANCA u ASCA ocraercs
OTpaHUYECHHOW, YTO  OOYCJIOBIIEHO  HEJOCTATOYHOM  YYBCTBUTEIBHOCTHIO U
crnenu@UUHOCThIO, a TakKe OTCYTCTBUEM YHU(UIMPOBAHHBIX TMOJIXOJI0OB K
MHTEPIIPETALNK MOJTYyYECHHBIX JaHHBIX. Ha 3TOM OCHOBaHMH MOHO CHENaTh BBIBOJ O
HEOOXOJAMMOCTH TIOMCKAa aJbTEPHATUBHBIX HEMHBA3UBHBIX MAapKEpPOB, KOTOpPHIC
oOnaganu Obl OoOJbIlIEN KIMHUKO-TUATHOCTUYECKOW IEHHOCThI0. Cpenu MoI00HBIX
MapkepoB HauOoyiee NEPCHEKTUBHBIMU SIBISIOTCSA AaHTUTENA K TIUKOINPOTEHHY 2
alMHAPHBIX KIJIETOK MOJKEITYyJ0uHOM *kene3bl (anti-GP2), k GOKaloBUIHBIM KJIETKaM
(GAB), k manonoBomy nuanbaeruay-ametranpaeruay (anti-MAA-IgG) u unTerpuny
avp6 (anti-avp6-1gG) [13, 77].

[To mamaBIM TUTEpaTyphl, anti-GP2 mpeactaBisiroT cob0i BEICOKOCTICIIM()UIHBIHA
ceponornyeckuii mapkep Oonesan Kpona [23, 30, 99]. ExmaudHbIE HCCICAOBaHUS
JEMOHCTPUPYIOT accounanuu anti-GP2 co CTEeHO3UPYIIMM W NEHETPUPYIOIIUM
denotunamu BK y B3pocibIX, TIyOOKMM MOPaKCHHEM CIIM3UCTBIX, JIOKAIA3AITueH
[IaTOJIOTUYECKOTO TMpolecca B IOAB3AOIIHOM M TOJCTOM KHIIKE, a TakkKe C
HEOOXOJAMMOCTBIO  HA3HAYCHHWS  OWOJOTWYECKOM  Tepamuu, 4YTO  ITO3BOJISIET
paccMaTpuBaTh ATH AaHTUTENAa KaK [MOTEHUHAIbHBIM MPOTHOCTUYECKUM MapKep
HeOnaronpusitHoro Tedenus bK [50, 99, 117, 123]. OcHoBHasi KJIMHUYECKasi IIEHHOCTh
anti-GP2 3akirovaercst B UX UCMONBb30BaHUU 17151 TudPpepeHnmnanbHol quarnoctuku bK
C ApyruMu 3a00J€BaHUSIMH KHIIEYHHWKA, B TOM YHCIE B CIIy4dasx HEIOCTATOYHOMN
nnpopmatuBHoctd ASCA, a Takke B UASHTU(PUKAIIMN TAIMEHTOB C BBICOKUM PUCKOM

ocnoxkuéunoro teuenust bK [23, 30, 64]. KomOunupoBannoe omnpenenenue anti-GP2 u



ASCA  cmocoOCTByeT  TMOBBIINICHUIO  JAMATHOCTUYECKOM  YYBCTBUTEIHHOCTHU
cepoJioruyeckoro oocieaoBanus [73, 99].

GAB paccMarpuBaroTCsi Kak OTHOCHTENIBHO HOBBIM Onomapkep B3K [98, 143].
NmMmyHoomocpesoBaHHasi JECTPYKIUS OOKaJOBUIAHBIX KJIETOK SIBISIETCA OJIHUM U3
KJIIFOYEBBIX MATOTCHETUYECKHX MeXaHu3MoB pa3utuss K, uro omnpenenser
noteHnuanbHy0 cnenuuaaocts GAB mis AK [143]. I1o coBpeMeHHBIM JaHHBIM, 3TH
anTutena oOHapyxkuBaroTcs y 80% B3pocibix manueHToB ¢ SK, 4To CyiiecTBeHHO
MIPEBBIIIAET YAaCTOTY OOHAPYKEHUSI TPAIUIIUOHHOTO ceposiorndueckoro mapkepa ANCA
[8, 143]. CornacHo JaHHBIM JUTEpaTypbl, Hanuune GAB accoUMUPOBAHO C PUCKOM
TOTAJILHOTO MOPAXEHUS TOJCTOM KUIIKA U XPOHUYECKOTO MEPCUCTUPYIOUIETO TEUCHHS
K [8, 98, 143]. OT0 mMeeT BakHOE 3HA4YEHHUE JUJIsi CTpaTU(UKAIMU TAIMEHTOB IO
PUCKY HEOJIArompusiTHOrO TE4YeHHUs 3a00J€BaHUS M ONTHUMH3ALMU TEpPareBTUYECKOU
TaKTUKHU.

Anti-MAA mnpenctaBnsoT co0oil Mamon3y4ueHHbI HOBBIN 6nomapkep B3K [44,
78]. Wx iroyeBas 1IEHHOCTh OOYCJIOBJIEHAa MATOTEHETHUYECKONW CBA3BIO €
OKUCJIUTEIIbHBIM CTPECCOM — OJIHUM U3 LEHTPAJIbHBIX MEXaHU3MOB IOBPEKICHUS
TkaHeil npu B3K, a Takxke BbICOKOI 4yBCTBUTENBHOCTHIO (10 95,8% B neauaTpuyeckon
nonyysinuu) B auarHoctuke K [44, 78, 87, 136] HecMmorpss Ha orpaHuyeHus,
CBSI3aHHBIC C HEIOCTATOYHOW CHEIU(UIHOCTHIO M OTCYTCTBHEM CTaHAAPTH30BAaHHBIX
METOAMK ompeneneHus, anti-MAA paccMaTpuBarOTCSl Kak MEPCIEKTUBHBIN KaHIHUIAT
JUTSI BKITFOUCHHSI B JMArHOCTHUYECKHME TaHenw mpu mnomao3peHun Ha B3K, ocobenHo B
clydyasiXx, Korja TpaJulMOHHbIE METOAbl HE O00ECHEeYMBAIOT  OJIHO3HAYHOU

mudepennuansHoii quarnoctuku K u BK [78, 96, 136].



Anti-avp6-IgG nmpeacTaBiasioT co0oi 0auH U3 Hanbosee NHOOPMATUBHBIX HOBBIX
ceposiornyeckux OuomapkepoB B3K [57, 135]. UWurerpun-avp6 - 0OeloK,
MIPEMMYILIECTBEHHO JSKCIPECCUPYEMBIM B JIUTEIWHA TOJICTOW KHIIKM W HWIPAOLIAN
KIIIOYEBYIO POJIb B TOJJEP)KAHUM LEIOCTHOCTH KumieyHoro Oapwepa [33, 57, 77].
Nutepec k wusydeHuro anti-ovp6 o0OyCIOBIEH HX BBICOKUM JIUATHOCTUYECKUM H
MPOTHOCTUYECKUM TMoTeHnnanoM, ocobenno mpu K. [lo nuTepaTypHBIM HaHHBIM,
YyBCTBUTENBHOCTh anti-avp6 mpu auarHoctuke K y B3pocnsix gocturaer 83%, a
cneuuduynocts - 93% [33, 57, 77, 135]. Ilpu ucnonws3oBanuu mnanueHToB BK B
KauecTBEe TIpYMNIbl CPaBHEHHS CHEUU(PUUHOCTH coxpaHsierca Ha ypoBHE 81%, 4rto
MOTYEPKUBACT 3HAYMMOCTH JAHHOTO Mapkepa s AuddepeHnnarbHOl TUarHOCTHKU
[31, 33, 91]. Kpome Toro, BbISBI€Ha Koppensauus anti-avf6 ¢ aKTUBHOCTHIO
BOCTHIAJIUTEIHHOTO MPOIIECCa M aCCOIHAIIHSI STUX aHTUTEIN ¢ 0oJiee THKEIbIM (PEHOTHIIOM
SAK cpenu B3pocibix nauumeHToB [31, 33]. COBOKYNHOCTH 3THX XapaKTEPUCTHUK
MO3BOJIIET paccMaTpuBaTh anti-avB6 Kak MepCrleKTUBHBIA OMOMapKep /AJIs BHEIPECHUS B
PYTHHHYIO KIMHUYECKYIO IIPAKTUKY.

Takum 00pa3oM, M3yueHUE HOBBIX ceposiornueckux MapkepoB B3K sBusercs
aKTyaJIbHbIM, IOCKOJIbKY OHHM MOTYT YIy4lIUTh JU(P(EepeHLHATBbHYIO ITUArHOCTHKY
B3K u pacumputh BO3MOXHOCTH MPOTHO3UPOBAHUS TEUEHUS U UCXOA0B 3a00JI€BAHNUS.

Ieanb uccaenoBanusa:

CoBepuieHcTBOBaHME U (PepeHIMaTIbHON  AMarHOCTUKM U ONpEJEICHUE

IPEIUKTOPOB HEOIArONPUATHOTO TEUEHUSI BOCHAIUTEIbHBIX 3a00JI€BaHUM KHUILIEYHHUKA

y IIGTCﬁ Ha OCHOBE KOMILJIEKCHOM OIOCHKH CCPOJIOTHYCCKHUX MAPKCPOB.
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3agaym ucciie0BaHUsA

1. N3yunTh KIMHUYECKYHO 3HAYMMOCTH ceposiorndecknx MapkepoB ANCA,
ASCA (IgA u IgG), anti-GP2, GAB, anti-MAA-IgG u anti-avp6-IgG n nx koMOuHaIIHA
B nuddepeHnnanbHoi auarnoctuke 6one3nn KpoHa u s3BEHHOTO KOJIUTa y JAETeil.

2. Ouenutb ocodbennoctu cepoaornyeckoro npopuiast ANCA u ASCA (IgA n
IgG) y nmereli ¢ BoCHAMTETHHBIMU 3a00JICBAaHUSIMH KUIICYHUKA MPH TAHAMAYECKOM
HaOFOCHUH B 3aBHCUMOCTH OT CTaINH 3a00JICBaHU.

3. Onpenenuth cBsi3b ypoBHel anti-GP2, GAB, anti-MAA-IgG u anti-avp6-
IgG ¢ KIMHUYECKMMU BapuUaHTaMH, AKTUBHOCTBIO U OCOOCHHOCTSMH TEUYEHUS
SA3BEHHOT0 KoouTa 1 6one3nu Kpona y nereit.

4. O60CcHOBAaTh BO3MOXHOCTh HCITOJIb30BAHUSI YKa3aHHBIX CEPOJOTHYECKUX
MapKepoB JyIsl TporHo3upoBaHusi HeOnaronpustHoro Teuenuss B3K y nereit, Bkimouas

HCO6XOI[I/IMOCTB OCKaAJIalIUH TCPAIIMU U XUPYPIrUICCKOI'0 BMCIIATCIILCTBA.

HayuyHnas HoBU3HA

BrepBrie y nmereld ¢ BOCHIANMTEILHBIMU 3a00JI€BAaHUSIMH KHIIICYHUKA HA OCHOBE
OIICHKH HOBBIX CEPOJIOTHYECKUX MapKEPOB YCTAHOBJICHBI MX IMOPOTOBBIC 3HAYCHUS U
MoKa3aHa IUAarHOCTHYECKas WH(GOPMATHUBHOCTH I BepU(MUKAIIUU HO30JOTHUECKOU
dbopmer B3K: anti-GP2 0,57 Hr/Mi: 9yBCTBUTENBHOCTH (Se) 55,6%, cienmuduaHoCcTh (Sp)
91,2%; GAB 123,8 ar/mi: Se 61,1%, Sp 91,2%; anti-MAA-IgG 22,8 ar/ma: Se 61,1%,
Sp 88,2%; anti-avp6-IgG 39,5 ar/mi: Se 55,6%, Sp 85,3%.

[TokazaHo, 4TO KOMOMHHMPOBAHHOE HCIIOJIb30BAHUE CEPOJIOTHYECKUX MapKEpPOB

ITOBBIIIIACT TOYHOCTB I[H(i)(bepeHHHaﬂBHOﬁ JUAarHoCTHUKHU A3BCHHOI'O KOJIMTA U 00JIe3HU
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Kpona B pebrore 3a0oieBaHMs y JI€T€M 1O CpPaBHEHUIO C H30JUPOBAHHBIM
OTpPENICIICHUEM OTJEIbHBIX AHTUTEN, HauOOJbIIEH JIMATHOCTUYECKON IEHHOCTHIO
obnanaroT komouHanuu ASCA-IgA + anti-MAA-IgG + ANCA (Se 83,3%; Sp 100%) u
ASCA IgA + ASCA IgG + anti-GP2 + ANCA (Se 88,9%; Sp 100%).

[IpogeMoHCTpUpOBaHa KJIMHUKO-AUATHOCTUYECKAS] 3HAUYUMOCTh  OTHEJIbHBIX
ouomapkepoB: y naereir ¢ SK Bwicokue ypoBHU anti-avfp6-IgG accomuupoBaHbsl ¢
BBIPOKCHHBIM PEKTATLHBIM KPOBOTCUCHHEM, HHTCHCHBHOW a0IOMUHAIBLHOW OONBIO U
YMEPEHHOW/BBICOKOW 3HJIOCKOMUYECKON aKTHBHOCTHIO; ITOBBIIIICHHBIC KOHIICHTPAIUH
anti-MAA-IgG — ¢ nepcucTUpyrolen 3HI0CKONNYECKON akTUBHOCThIO K y nereil ¢
bK mnambomee BpIcOkue 3HaueHus anti-GP2 (> 144 wur/Mmm u > 11,1 Hr/™mn
COOTBETCTBEHHO) OMNpPEICTSIUCh MpPU  OCIOXKHEHHBIX (opMax U  YMEpPEHHOU
SHAOCKONHYecKkor akTuBHOCTH BbK.

BnepBrie ycTaHOBi€Ha NPOrHOCTHYECKAas 3HAYUMOCTh YpOBHEW aHTHUTEN anti-
MAA-IgG u anti-GP2 B neGiore B3K y gereit. OmnpeneneHbl AMAarHOCTUYECKU
3HaUYMMBbIE TTOporoBbie 3HaueHus: s anti-MAA-IgG (> 45,1 Hr/Ma) — B OTHOIIICHUU
pUCKa SCKalalMy Tepanuu J0 CUCTEMHBbIX ritokokopTukocteponioB (['KC) mnpu
s;3BeHHOM Kojute; mis anti-GP2 (> 10,4 ur/mi, > 11,2 ar/ma u > 14,4 ar/mn) — s
MPOTHO3UPOBAHUSI  HA3HAYEHUS TEHHO-MHXKEHEPHOW  OMOJIOTMYECKOW  Teparuu,
BEPOSITHOCTH XUPYPrHUYECKOTrO BMENIATEIIbCTBA M PA3BUTHUSL OCIOKHEHHBIX (HOpPM MpuU

6one3nn KpoHa.
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TeopeTnyeckasi 1 NpaKTHYECKasi 3HAYUMOCTDH PadoOThI

Pa3paboranbl 1 HaydyHO OOOCHOBaHBI IMOJAXOJIbI K HCIOJB30BAaHUIO KOMILIEKCA
ceponornyeckux mapkepoB (ANCA, ASCAIgA/IgG, antiGP2, GAB, antiMAAIgG,
antiavB6IgG) B KIIMHUYECKON MPAKTUKE MEAUATPOB U JIE€TCKUX FaCTPOIHTEPOJIOTOB ISl
MOBBILIEHUS TOYHOCTU AP PEepeHInaTbHON JUArHOCTUKH SI3BEHHOT'O KOJIUTA U 00JI€3HU
Kpona y nereit Ha paHHUX 3Tanax 3a00JeBaHUsl.

[IpennoxeHo TpPUMEHEHHE IUATHOCTHUYECKUX KOMOWHAIIMK CEepOJIOTHYECKUX
MapkepoB (ASCA-IgA+anti-MAA-IgG+ANCA u ASCA IgA+ASCA IgG+ anti-
GP2+ANCA) ¢ yu€ToM UX BBICOKOH YyBCTBHTEIHHOCTH/CIIEN(UIHOCTH U TIOPOTOBBIX
3HAYEHUH [UIsI ONTHMM3AIMH aJrOPUTMOB OOCIEIOBAaHMS W BEACHHUA JCTEH C
nogo3penrem Ha B3K.

BbIsiBNIEHBI KIIMHUKO-9HAOCKOIIMYECKNE B3aUMOCBSI3U CEPOJIOTHUECKIX MapKePOB,
YTO MO3BOJISIET UCMOIb30BATh UX JJIs1 OLICHKH aKTUBHOCTHU U TSKECTHU 3a00JI€BaHUS.

OmnpeneneHpl NPOTHOCTHYECKU 3HAYMMBIE MOporosblie ypoBHH anti-MAA IgG
npu s3BeHHOM kosiute U anti-GP2 npu Oone3nu Kpona, mosBoisioniye Ha 3rtamne
ne0rTa 3a001€BaHUs BbLACIATh IPYIIBI I€TE€H BBICOKOTO PUCKA, TPEOYIOUIMX paHHEH
JCKajalMM  Tepanuu  (HA3HaYeHUE  CHUCTEMHBIX  TJIFOKOKOPTHUKOCTEPOUJIOB,
OMOJIOrMUECKHUX IPENnapaTroB), a TAK)Ke€ BEPOSITHOIO OCJIOKHEHHOTO TE€UEHHUs OOJIe3HU

KpOHa, YTO 00ECIICUYNBAET HCpCOHH(bHHHpOBaHHBIﬁ moaxoa K BCACHUIO ITaITMCHTOB.

MeTo10J10THsI M1 METOABI MCCJI€IOBAHUS
MCTOI[OJIOFPI‘-I@CKYIO OCHOBY JUCCCPTAIMMOHHOI'O HCCICAOBAHUA COCTAaBUIIN

QHAJTUTUYECKUE W CTAaTUCTHUYECKUE METO/bl, Oa3upylollrecs Ha pe3yJbTarax
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OTCUECTBCHHBIX W  3apyOeKHBIX HAyYHBIX pabOT, TOCBAIIEHHBIX  OIICHKE
CEpOJIOTMYECKUX MAapKePoB y neren ¢ B3K.

Bb110 TPOBEIEHO JTOHTUTIOTHOE UCCIIEI0BAHUE, BKIIFOUAIOIIEE PETPOCIEKTUBHYIO
U MPOCTHEKTUBHYIO YacTh. OOBEKTOM HcclieoBaHus cTaiu 118 manueHToB ¢ BHEpBbIC
BeisiBiecHHBIMH B3K (n=79 ¢ K, n=39 c¢ bK), rochnuraiu3supoBaHHBIX B
muarnoctudeckoe otaeneHue 'AY3 «IPKb M3 PT» ¢ uronst 2018 o aexadpp 2025 rr.
JIns KOMIUIEKCHOM OLIEHKH COCTOSIHHMSI MAlMEHTOB HCHOJb30BAJIUCh COBPEMEHHBIC
1abopaTOpPHbIE U UHCTPYMEHTAIbHBIE METO/IBI.

Jna  muarnoctuku B3K ObM  OIleHEHBI OOIICKIMHHYECKHE (BXOIAIINAC B
JTMATHOCTUYECKUA CTaHMApPT) W CIIENHUAIbHBIC METOMBI O00CIEIOBAHUS: OIpEaeiICHNE
YpOBHEM ceponornyeckux MapkepoB (anti-GP2, GAB, anti-MAA-IgG u anti-avB6-1gG)
¢ nomombto ELISAKIit (tect-cucrembl nisi TBepaoa3HOr0o HUMMYHO(EPMEHTHOTO

aHaJln3a).

IToJ10:xeHNsA, BBIHOCHUMbIE HA 3aIHUTY
1. CoueranHoe ornpezaeneHue ceposnorudeckux mapkepoB (ASCA-IgA+anti-MAA-
[gG+ANCA u ASCA IgA+ASCA IgG+ anti-GP2+ANCA) mnoBbIIIa€T TOYHOCTH
auddepeHInaIbHON TUAarHOCTUKY S3BEHHOTO KonmTa M 6osne3nu Kpona y gerei mo
CPaBHEHHUIO C M30JIMPOBAHHBIM OTPEACICHUEM OTACIbHBIX aHTUTEIL.
2. Anti-MAA-IgG u anti-avpf6-1gG saBustoTcss UHPOPMATUBHBIMU MapKepamu
TSKECTH SI3BEHHOIO KOJMUTa y JeTel: moBbllleHHe ypoBHA anti-MAA-IgG

4ACCONHPOBAHO C paCHpOCTpaHéHHBIM IMOPAXXCHUCM TOJICTOM KHIITKH u
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HEOOXOJIUMOCTBIO ACKalallud Tepamuu, a BbICOKME THUTPhL anti-avp6-1gG — ¢
BBIPAKEHHOMW 3HJI0CKONTNYECKON aKTUBHOCTBIO.
3. Anti-GP2 npu Gone3nu Kpona y gereit sBisitoTcs cneluUYHBIM MapKEepOM
TSHKEIIOTO M OCJIOKHEHHOTO TEYECHUS; TMOBBIIMICHUE UX YPOBHS CBSI3aHO C PUCKOM
CTCHO3UPYIOIIUX U MEHETPUPYIOUUX (POPM U CIYKUT MPEAUKTOPOM MHTEHCUDUKAITUU
JICYEeHHUs], BKJIIOYAsl paHHEE Ha3HAYCHHE TeHHO-UHKEHEPHOU OMOJIOTHYECKON Tepanuu u

MOBBIILICHHBIN PHUCK XHPYPTIHUICCKOI'O BMCIIATCIILCTBA.

CreneHb J0CTOBEPHOCTH M anipodauus pe3yjibTaTOB

Crenenn JOCTOBEPHOCTH  TMOJYYEHHBIX  pPE3yJIbTaTOB OTpEeIeIAeTCS
COOTBETCTBHEM JIM3aliHA UCCIEAOBAHUS MTOCTABICHHBIM LIENU U 3aJa4aM, JOCTATOYHBIM
00BEMOM U PENpPE3EHTATUBHOCTHIO BHIOOPKH, KOPPEKTHOCTHIO METOAMK HCCIEAOBAHUS
U METOJOB CTaTUCTUYECKOM 00paboTku. (OCHOBHBIE pE3yNbTaThl pPabOTHl ObUIH
JI0JI0>KEHBI Ha KOH(MEPEHIUAX: MK TyHAPOIHBIM MOJIOACKHBIA HAYYHBIA MEIUIIMHCKUAN
dbopym «benmbie 1uBerb» (2024, 2025, 2026), HAUUMOHAIBHBIA KOHTPECC C
MEXIYHApOJAHBIM y4dacTUeM «3J0pOBbIe JieTH - Oyaymiee crpanbsdy (2024, 2025), X
MexyHapo HBIM MOJIOACKHBIM MeauIUMHCKUN KoHTrpece «CaHkT-IleTepOyprckue
HayuHble uTeHus-2024», VI HayuHo-npakTtuueckas KOH(EpEHIHs CTYACHTOB U
MoJIOABIX YUEHBIX «CryneHukuHckue ureHus» (2024), XXVIII MexnyHnapoaHas
MeJUKO-Onoiornueckasl KOH(MEpeHIMs MOJOJbIX HccienoBaTeneit «UenoBek u ero
3nopoBbe» (2025), AnMa30BCKUN MOJIOACKHBIA MeTUuIMHCKUN (Gopym-2025, XIV
Bcepoccuiickas (¢ MeXIyHApOJIHBIM y4acTHEM) y4eOHO-IIpaKkTU4YecKas KOH(bepeHIus

O6y‘-IaI-OIHI/IXCSI ((HpOI/I?)BOIICTBCHHa}I IIpakKTHKa B MCIHUIMHCKOM BY3C. PaCHII/IpCHI/IC
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ropu3oHTOoB» (2025), VI Becepoccwuiickuii popym Bpaueii oOmieil mpakTUKH (CEMEHHBIX
Bpaueid) (2025), XXVII Kounrpecc nenuarpoB Poccuu ¢ MexayHApOIHBIM y4acTHEM

«AKTyasibHbIE TTpOOJeMBI eauatpun» (2026).

JInuHoe YJacTue IMCCePTaHTa B MOJYYCHUN HAYYHBIX PE3YJAbTAaTOB
ABTOp IIpuHUMAaJ1  HCIIOCPCACTBCHHOC YY4dCTHUC B pa3pa60TKe zmsaﬁHa
HCCICca0BaHu:d, C60p€ Marcpuajia, aHAJIMU3C IIOJYYCHHBLIX  JaHHBIX. Hpouecc
KIIMHUYCCKHUX H J'Ia60paTOpHBIX HCCHCHOB&HHﬁ, BKJIIO4as C60p OHOJIOTMYECKOTO
Marcpuajia (BGHO3Ha}I KpOBB), HpO6OHOI[FOTOBKa N BBIIIOJTHCHHC I/IMMYHO(bepMGHTHOI‘O
aHaJIu3a, OBUT TTOJIHOCTBIO OCYHIGCTBJIéH dBTOPOM JIMYHO. ABTOp CaMOCTOATCIIBHO

II0JTrO0TOBUJI HY6HI/IK3HI/II/I I10 pE3yJjibTaTaM HCCICIOBAHHA.

BHenpenue pe3yibTaToB AUCCEPTAIMOHHON PA0OTHI B IPAKTUKY
PesynbraThl  uccienoBaHMs — BHEIPEHBI B KIMHUYECKYI0  paboTy
nuarHoctuyeckoro otaenenus [AY3  «Jlerckas pecnyOnukaHckas KIMHAYECKAs
oonpHunay MunzapaBa Pecnyonuku Tartapcran (IAY3 «APKb M3 PT») u
nonukiauandeckoro otaeneHus Ne3 I'AVY3 «Jlerckas ropojckas OonbHmIa Nel» T.
Kazanu. OtaenbHble pe3ylbTaThl UCCIENOBAHUS HMCHIOJIB3YIOTCS B yueOHOUW padoTte
Kadeapbl TOCIUTATBLHON TeauaTpu U Kadeapsl MponeaeBTUKHU AETCKUX O0oJie3HEH U

dakynprerckoi neguatpun I'BOY BO Kazanckuit 'MY Munszapasa Poccun.
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Iy0amkanuu mo reMe JuccepTrauuu
[To Teme muccepranuu ormyoJuKoBaHbl 17 medaTHbIX paOOT, U3 HUX 5 cTaTel B
KypHAJIaX U3 MEPEUHs PEIEH3UPYEMbIX HaYYHBIX U3/IaHUI IO HAYYHOU CIENHAIBHOCTH
3.1.21 — Ilegmatpusi, pekomeHaoBaHHbIX BAK MwuHucrepctBa HaykKd W BBICHIETO
oOpazoBanusi Poccuiickoit ®eneparuu il MyONIMKalUid OCHOBHBIX PE3yJbTAaTOB

AUCCCPTAINOHHBIX HCCHGHOB&HHﬁ.

CtpykTypa u 00beM JUCCEepTALUNT
Juccepranuus U3noxkeHa Ha 175 cTpaHunax MalIMHONMMCHOTO TEKCTa, COCTOUT U3
BBEJICHMsI, 0030pa JUTEPATyphl, ONMKUCAHUS MATEPHAIOB U METOJIOB MCCIICOBaHUsA, 3
rJIaB, TOCBSIICHHBIX  pe3yJibTaTaM COOCTBEHHBIX  MCCIICJIOBAHUN,  OINMUCAHUS
KIIMHUYECKHUX CITy4aeB, 3aKJIFOUCHUS, BHIBOJIOB, MPAKTUYECKUX PEKOMEH/IALNM, CIIUCKA
JTUTEPATYyphl, BKIouaromero B cedst 143 wucrounukoB (19 otedectBeHHBIX, 124

3apy0exHbIX). PaboTa npomuttoctpupoBana 35 Tabnuiamu, 13 pucyHkamu.
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I''TABA 1 CEPOJIOT'TYECKHUE MAPKEPBI B IMAT'HOCTHUKE
BOCHAJIMTEJIbHBIX 3ABOJIEBAHUN KUILIEYHUKA (OB30P

JIMTEPATYPbI)

1.1 CoBpemennbie npeacrasiaenns o B3K

B3K, Bkiouaroniue 601e3ub KpoHa 1 siI3BeHHBIN KOJIUT, OTHOCSIT K XPOHUYECKUM
BOCIIAJIUTENIBHBIM ~ 3200JICBAHUSAM  JKEITYJOYHO-KHUIIIEYHOTO TpakTa HEU3BECTHOU
stuoniorun. Ilpu OGonesnu Kpona mokeT mnopaxaThcs 000N OTAEN >KeTyI04YHO-
KHUIIEYHOTO TPAKTa - OT IOJIOCTH pTa OO aHYyCa; NOPaKEHHE HOCUT CETMEHTApHBIN U
TpaHCMYypanbHbId xapakrep. [Ipy S3BEHHOM KOJUTE NOPAKAECTCS HCKIFOYUTEIBHO
TOJICTAsl KUIIKA, BOCTIAJICHWE OTPAaHUYEHO CIIM3UCTON 00OJIOYKON M pacmpoCTpaHseTCs
HETPEPHIBHO OT MPSIMON KHUIIIKK B MPOKCUMAIILHOM HampasieHuu [48]. 3aboneBaeMoCThb
B3K crpemurensHo pacter, 0COOEHHO B MHAYCTPUAIBHO Pa3BUTHIX M PA3BUBAIOIIUXCS
ctpaHax. HeagaBHO mpoBEAEHHBIE UCCIAEAOBAHUS TIOKA3aJId 3HAYUTEIBHBIA pPOCT
3aboneBaemoctu B3K cpenu nereit u yBenumuenue nonu ciydaeB B3K ¢ oueHb paHHUM
ne6rotom [22, 68]. B3K xapakTepu3yloTcsi BBICOKOH YacTOTOHW OCJIOKHEHHM,
roCOUTAIN3AlNI, WHBANUAW3ALNN U XUPYPruYeCKOro BMmemaTenbcTBa [22, 68, 69].
Xponunueckoe TeueHne B3K 3HaUUTENbHO YBEIUUMBAET PUCK KOJIOPEKTAIBLHOIO paka [4,
11, 24]. O1u dakTopsl CIOCOOCTBYIOT YBEJIMUYCHUIO SKOHOMUYeckoro opemenu B3K Ha
CUCTEMY 3/1IpaBOOXPAHEHUS.

Otnonorusi B3K B Hacrosimiee Bpemss 1O KOHLIA He u3ydyeHa. Bepnymeit
ATUOMATOTEHETUYECKON Teoprel SBISIETCS HApYyILIEHHEe UMMYHHOT'O OTBETa Ha (haKTOPhI

OKpYXKalolEel CpeApl y TEeHETUYECKH MpeapacroyoKeHHbIX sl [22, 52, 75].
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HebnaronpusitHele BHENIHUE (HAaKTOPHI, U3MEHEHHE COCTaBa KHUIIEYHOW MHUKPOOHOTHI,
WH(EKIMOHHBIE 3a00JeBaHUS MPOBOLUPYIOT HapylleHHe OapbepHON (YHKIUU
CIM3UCTON 000JI0UKHM KumieyHuka [12]. DTu u3MeHeHHs] MPUBOAAT K AucOanaHncy
B3aumozeiictust T-cynpeccopoB u T-adpdexropubix knetok (T-xeanepoB u T-
kuuiepoB). T-xenmepsl nuddepenmupytorcss B Thl u Thl7 knetku, npoayuupyroT
MIPOBOCTIAJIUTEIbHBIE LIUTOKUHBI, YTO B KOHEYHOM CYETE MPUBOAUT K UHTECHCUBHOMY,
JUTUTEILHOMY BOCIIAJICHUIO U TOBpEXJEHUIO TKaHed [67, 68]. [loMMMO MMMYyHHBIX
KJIETOK M  MPOBOCHAJIUTENIBHBIX  MEIUAaTOpOB, B  (OPMHPOBAHWU  CTOMKOU
BOCIAJIMTEIBHON pEaKIMK NPUHUMAIOT ydyacThe akTUBHbIE (hopMbl kuciopoaa (ADPK) u
HEMMMYHHBIC (dnmTenuanbHbie) KieTku [17]. TloBpexaeHue cnm3ucToro Oapbepa
MPUBOJMT K MOBBILIEHUIO KUIIEYHOW MPOHUIIAEMOCTH, THOEIN SMUTETUATbHBIX KIIETOK,
YTO MOXET HWHAYLHUPOBATh AyTOMMMYHHBIE pEaKIUU: B  ME3EHTEpPUATbHBIX
muMpaTtryeckux y3nax y nanueHToB ¢ B3K peructpupyercs noBbllieHHOE cOAep:KaHue
AKTUBUPOBAHHBIX B-IMMQOIMTOB MO CpaBHEHUIO CO 310pOBbIMU JroapMu [12, 17].
DKCNEepUMEHTHI Ha )KUBOTHBIX JJEMOHCTPUPYIOT, YTO MOTEPS] UMMYHHOU TOJEPaHTHOCTH
MOXET UrPaTh KIIOYEBYIO POJIb B BOSHUKHOBEHUHU 3TOW Tpynibl 3a0oneBanuit [17]. o
KOHIIa HEACHA POJIb ayTOAHTUTEN B MHAYKUMHU U nporpeccupoBannu B3K; BeposTHO, nx
pOJIb OMpEeseTcs B 3aBUCUMOCTH OT XapakTepa aHTUreHHbIX mulineHed [17, 41]. B
HEeKOTOphIX ciyuasx cepojorudeckue mapkepbl (ANCA, ASCA, anti-MAA) moryt
OTpa)kaTh BBIPAKEHHOCTh MATOJIOIMYECKOro mpoluecca, a B Apyrux ciaydasx (GAB, PAB,
anti-ovf6) MOTYT HE TOJBKO yKa3bIBaTh HAa aKTUBHOCTb, HO U YCYTyOJsTh TE€UCHHE

3a00JIeBaHUS ITyTEM Pa3pyIICHUS KIETOK U MEKKIECTOUYHBIX KOHTaKTOB [17, 41].
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Cumnrombel B3K BKIIIOYAKOT KHIIEYHBIE M BHEKHWILIEYHbIE NposBieHusA. Cpenn
KHIIIEYHBIX YaIlle BBIACIAIOT 00U B KMBOTE, JUAPCIO M HAJIMYHE KPOBH B CTyIse [52].
Buekumeunsle mposiBieHus: BcTpedaroTcess B 24% cinyyaeB B3K; cpean HUX BBIAEISIOT
MOpaXeHHe KOXKH, TJ1a3, CyCTaBOB, IeMaTOOMIMAPHONW CHCTEMBbI M JIETKHX, B PEIKUX
Ciydasix - MOJKETyno4YHOM xeneswl [3, 67, 69]. [Ipennonaraercs, 4T0 BHEKUIIICYHBIC
NPOSIBJICHUS]  BO3HUKAIOT B  pe3yjbTaTe€ NEPEKPECTHOW  pEaKIUH  aHTUICH-
crielu(pUYECKUX MMMYHHBIX OTBETOB MPOTHUB KHUIICUHBIX AHTUTECHOB B PA3IUYHBIX
opraHax M TKaHAX BBUAY MOJEKYJSIPHOTO CXOJACTBa 3nUTONOB [69]. Bricokas wactora
BHEKHUIIEYHBIX MPOSIBJICHUI OTPAKAE€T CUCTEMHBIN XapakTep BOCHAIUTENbHOW peaKuuu
y nauueHToB ¢ B3K, 4To moATBEpKIAET aKTyaqTbHOCTh UCCIEIOBAHUS CEPOTOTUUECKUX
MapKepoB.

Panusis guarHocTMka W aJeKBaTHAs CTapTOBas TEpanus HMEIOT pEeIIaroIiee
3HAYEHUE ISl YJIy4YUIEHUs pe3yJbTaToB JjedeHus manueHTtoB ¢ B3K. B Hacrosee
BpeMs «30JIOTBIM CTaHAapToM» AuarHocTukun B3K sABisieTcs WIEOKOIOHOCKOMMUS.
OnHako ee NpUMEHEHWE B IIEAUAaTPUM OrPAHMYEHHO U3-3a pAa HEJOCTATKOB:
HMHBA3UBHOCTh, HEOOXOMMOCTh 00I1IeT0 00e300IuBaHus, JydeBas Harpyska [6, 43, 68].
B nmocnegHue TrOaBl  TakkKe CTAHOBATCA PYTHHHBIMU HEWMHBA3WBHBIE METOIBI
UCCJIeIOBaHMS, TaKhe KaK MAarHUTHO-PE30HAHCHas sHTeporpadus, KOMIBIOTEpHAas
tomorpadus ¥  yIbTPa3BYKOBOE  HCCIIEJOBaHWE KHIIeuyHUKa. JlaGopaTtopHbie
UCCJIEIOBAaHMUS TIOMOTAalOT  BBISIBUTH MAIlUEHTOB, MOJUICKAIUX  YIUIYOJICHHOMY
MHCTPYMEHTAJILHOMY 0O0CIe/I0OBaHuI0, MpoBecTH AuddepeHInaIbHy0 TUarHOCTUKY,
OIICHUTHh aKTUBHOCTH 3a00JieBaHUsl U pUCK ocioxHeHu# [122]. [IpakTrka moka3bIBaerT,

qTo J'Ia60paTOpHOC O6CJ'I€IIOBaHI/IC, B TOM 4YHCIIC OIPCACICHUC CCPOJIOTHYCCKUX
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MapKEPOB, BAXXHO M JIOJKHO SIBJIATHCS YaCThIO KOMILJIEKCHOTO BEJICHUS MAlUEHTOB C
B3K [6, 122].

Onpenenenue (pexanbHbIX OMOMApKEPOB — IIMPOKO H3ydyaeMble HEHMHBA3WBHbBIC
MeToabl auarHoctuku u MouutopunHra B3K. Haumbonee wnbopmaTUBHBIM U3 HHX
cuntaercs  (exanbHbIM  KanmpnporekTuH (PK), aeMoHCTpupyromuii  BBICOKYIO
JMArHOCTUYECKYI0O TOYHOCTh mpu auddepeHimanbHoi  aumarnoctuke B3K u
(yHKIMOHATIBHBIX 3a00JIEBaHUM JKENyJI04YHO-KUIIeuHoro Ttpakra [67]. Cpeau Bcex
M3BECTHBIX HEMHBAa3WBHBIX MapkepoB B3K @K nydie oTpakaeT BOCHAIMTEIbHBIN
MIPOIIECC CIM3MCTOM OOOJIOUKM TOJICTOM KHIIKH, HEXEIH TOHKOM [68]. Bmecte ¢ Tem
JUArHOCTUYECKHE BO3MOXHOCTH DK  0oCTaloTCs OrpaHMYEHHBIMU TIPU  OIIEHKE
3Q)KUBJICHUSI CIIM3UCTON 000JI0YKH U MPOTHO3UPOBAHUY OTBETA Ha Tepanuto [68, 122].

OcHoBHBIE TepaneBTHUeckue 3amaun npu B3K y gereid 3akmro4arorcss B
WHIYKIUU W TOJACPKAHUU KIMHUYECKOM PEMUCCUH, JOCTHUKEHUM 3aKUBJICHUS
CIM3UCTON OOOJIOUKM U YJIYUIICHUU KAadeCTBA >KM3HU MPU MHUHUMHU3AIUUA MOOOYHBIX
ah(PexTOB  MEIMKAaMEHTO3HOW  Tepanmuu. PereHepamusi  CIOU3HCTOM  O00OJIOYKH
aCCOIMMPOBAaHA C OJATOMPHUATHBIMH KPAaTKOCPOYHBIMU M JOJTOCPOYHBIMU HCXOIaMHU
3a00NleBaHMs W TIPU3HAHA KIIOUYEBON TEpPanmeBTUYECKON IEIbI0, HEOOXOAUMOMN st
u3MeHeHus ecrectBeHHoro tedeHuss B3K [68]. MonutopuHr 3abonieBaHus y nerei
UMEeT 0c000€ 3HAYeHHE B CBS3M C OrPaHUYCHHBIM OKHOM BO3MOXHOCTEW s
MpEOTBpAICHUsT 3aJICPKKU  POCTa, Pa3BUTHUS M TOJIOBOrO co3peBaHus [52],
COOTBETCTBEHHO, TIOMCK HEWHBA3WBHBIX MAapPKEPOB, C BBICOKOW TOYHOCTHIO

OTPa’KAIOIIUX 3a)KUBJICHUE CIIU3UCTON 000JIOUKH, IIPEJICTABIISIETCS AKTyaIbHBIM.
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B neuenun B3K npumensitorcs npenaparbl S-aMUHOCATUMIMIOBOM KHUCIOTHI (5-
ACK), rmokokoptukoctepouabl (I'KC), TuonmypuHbl U  T€HHO-UHKEHEpHas
ounonoruueckast tepanust ([MBT). I'KC sBasiroTcst crapToBoii Tepanuei mpu 001e3HU
Kpona (BK) M mupoko HUCHONB3YIOTCS Uil UHAYKIMM PEMHUCCUU Y TAIUEHTOB C
TsoKensiM TeueHrneM SIK, a taxke mpu HeaocTaTogHoM 3(hPEKTUBHOCTH TIpenapaToB S-
ACK. Bmecte ¢ Tem npumenenne [’ KC conpsixeHo ¢ pazBuTHEM MOOOUYHBIX 3P HEKTOB
MPUOIM3UTEIIBHO Y TTONOBHHBI manueHToB [15, 22, 93]. bonee Toro, B CpenHeM JIHMIIb
KaXJbId BTOPOM MNalMEHT JeMOHCTpupyer uyBcTBUTENBHOCTH K I'KC, Torma kak
npuMepHo y 20% manueHTOB OTMEUaeTCsl CTEPOUIOPE3UCTEHTHOCTh, a y 30-40%
dbopmupyetcst crepousiozaBucumMocts [93]. Baenpenue ['MBT cymecTBeHHO M3MEHUIIO
TeparneBTUYecKre moaxonl K BenaeHuto B3K kak y B3pocibix, Tak Uy Jeten [52, 68].
[IpumeneHne OHWOJOTMYECKONW Tepanmuu B KAadecTBE IEPBOM JUHHUH ISl MHIYKIIUU
peMHUCCHH MOXET OBbITh 3(PPEKTUBHBIM, HO OTCYTCTBHE BBICOKOMH(pOPMATHUBHBIX
MIPOTHOCTUYECKUX KPUTEPHUEB HEOJIAronpuaATHOIO TeueHus, ocobeHHo mnpu K,
CYILIECTBEHHO OTPAaHUYMBACT BO3MOXKHOCTH CBOEBPEMEHHOTO OTOOpa MAIIMEHTOB IS
paHHero Hayvana jiedeHus [22, 52]. YriyOlieHHOe U3yUYeHHE CEPOJIOTUYECKUX MAPKEPOB
B3K mno3BomMT UCHONB30BaTh MX B KA4YECTBE JIONMOJIHUTEIBHBIX KPUTEPHUEB
MPOTHO3UPOBAHUS TEUEHUS 3a00JeBaHUS M ONTHMH3AIMN TEPANeBTUUECKON TAKTHKH.
BHenpeHnune Takux MapKepoB B KIMHUYECKYIO MPAKTUKY OOECIEYUT BO3MOKHOCTH
CBOEBPEMEHHOTO BBISIBJICHUS NalMEHTOB, HYKJIalOIIHUXCS B paHHEM
WHTCHCU(PHUIIMPOBAHHOM JICUEHUH, YTO MO3BOJHUT nM30exkaTh moO6ouHbIX 3pdextoB 'KC
Tepanuu, MPeI0TBPATUTH PA3BUTHE OCIOKHEHMI 3a00I€BaHMs, CHU3UTh TOTPEOHOCTH B

XUPYPIrudcCKOM BMCIIATCILCTBE 1 MUHUMHU3NPOBATH ITOCJICOIICPAINOHHBIC PUCKU.
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1.2. CepoJiornueckne MapKepbl BOCIIAJINTEIbHBIX 3200/1eBAHNA KHIIEYHNUKA

Paznuunbie Ouomapkepsl B3K akTUBHO wH3ydarOTCd B TEUEHHE TOCJIECIHHUX
necatuietuil. MneanbHblil OMoMapkep AOJKEH ObITh HEMHBA3UBHBIM, YyBCTBUTEIIHHBIM,
crerupUIHBIM U €T0 MPUMEHEHNE JODKHO OBITh ASKOHOMHUYEcKH dhdexTusHo [59, 122].
Ha ceroansmnuii aeHp Mapkepa, oOJaJarolmiero BCEMH BbBINICTIEPEUUCICHHBIMU
KauecTBaMHM, HE CYIIECTBYET, U MOATOMY IIpH BeaeHuu naiueHToB ¢ B3K cneruanuctel
PYKOBOJICTBYIOTCSI COBOKYITHOCTBIO KJIIMHUKO-aHAMHECTUYECKUX JIAHHBIX U PE3YyJIbTaTOB
JOCTYMHBIX METOJIOB MHCTPYMEHTAJIBHOU U J1A00OpaTOPHON JUATHOCTUKH.

Ceposiornueckue MapKepbl, Kak U Jpyrue Ja0opaTOpHbIE MOKa3aTeNH, SBISIOTCS
JOTIOJIHUTENIbHBIM HMHCTPYMEHTOM B mnocTaHOoBKe pauarHo3a B3K u onpenenenun
nmporHo3a 3aboneBanus [15, 122]. BximtodyeHue B JIMArHOCTUYECKUN aJTOPUTM
JIOTIOJTHUTENBHBIX CEPOJIOTUYECKUX MAPKEPOB MOIJIO Obl CIIOCOOCTBOBATH YIYUIICHHUIO
panneit auarnoctuku B3K, onpenenenuro ¢penoruna 3a6oaeBaHus U, COOTBETCTBEHHO,
MOBBIICHUIO 2P (HEKTUBHOCTH JICUEHUSI.

B nocnegHue pecsATUneTHs AKTUBHO HM3Y4aeTcs pPOJIb MMMYHOPEAKTUBHOCTH B
dbopmupoBanuu u mporpeccupoBanun B3K. Bce Oombliee yucino wuccienoBaHui
NEMOHCTpUpPYET, 4To y nauueHToB ¢ B3K, mMeronmx BBICOKME TUTPHI Pa3IMYHBIX
crnenuUUecknux aHTUTEN, OTMEYaeTcsi 0oJjiee BBICOKAsT BEPOSTHOCTH OCJIOXKHEHHOTO
TeueHusi 3a00JIeBaHMUS M TIOBBIIMICHHBIA PUCK XHUPYPTrUYECKOTO BMENIATENHLCTBA IO
CPaBHEHUIO C TAIMEHTAMHU, y KOTOPBIX [JaHHbIE AaHTUTENA OTCYTCTBYIOT WIIH

BBIABJISIFOTCS] B HU3KUX TUTpax [41, 141].
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Bce usBectHbie Ha ceromHs ceposiorndeckue mapkepbl B3K MoxHO pa3nenuts Ha
TPU TPYIIbL: ayTOAHTUTENA, AHTUTENAa K MHUKPOOHBIM aHTUIE€HAM U aHTHUTeNa K
nentuaam (tabmuma 1.2.1) [13, 67, 116, 122, 130]:

Ta6muma 1.2.1 — Knaccudukanus 6momapkepos B3K

Knaccudukanus | Mapkepsl

Aytoantutena | AHTHHEWTpo(duIbHBIE ITUTOMIa3MaTudeckue anturena (ANCA)

AHTHTeEna K 6okanoBuaHbIM KieTkam (GAB)

AHTHTENA K TPaHYJIOIMHUTAPHO-MaKpOodaraibHOMY

KOJIOHHEeCTUMYIupytomeMy dakTopy (anti-GM-CSF)

AHTHTENA K Anti-GP2 - anTHTENA K ITUKONPOTEUHY 2

TJIMKONIPOTEUHY | Anti-MZ GP2 - anTuTENa K OCHOBHOMY
2 aMHAPHBIX | IMKONPOTEUHY 3uMorena GP2

KJIETOK
MOJIKETY I0YHO
1 XKenes3bl

(PAB)

Antutena k 6enkam B u B1, accouunpoBaHHBIM ¢ MaIbIMU

saiepHbIMH puOoHyKIieonporenHamu (Anti-SNRPB)

AHTHTENA K MAJIOHOBOMY JHaNIbACTUAY-alleTalbaeruay (Anti-

MAA)

Anturena IgG k unrerpuny avp6 (Anti-avf6-1gQG)
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[Tponomxenue Tadmuusl 1.2.1

Knaccudukanus | Mapkepst

AHTHTENA K AHTHUTIIIKaHO- | AHTHTENa K Saccharomyces cerevisiae (ASCA)
MUKPOOHBIM Bble aHTHTENIA | AHTHXUTOOMO3KUIHBIC aHnTuTeNa (ACCA)
aHTUI€HaM AnTtnnamuHapuouosuaneie anturena (ALCA)

AntuManHOOHO3uIHBIe aHTUTeNNa (AMCA)

AHTHUIaMUHApUHOBBIE aHTUTENA (Anti-L)

AnTtuxutuHoBbIe aHTUTeNa (Anti-C)

Anturena k nopuny C memOpansl Escherichia coli (Anti-OmpC)

AHTuTena k komrnonentaM Pseudomonas fluorescens(Anti-12)

AHTHTena K 6akTepuanpbHoMy (iaremuny Clostridium

cBirl(Anti-cBirl)

Anturena k Caenorhabditis elegans

AnTtuTena k Mycobacterium avium subspecies paratuberculosis

(Anti-MAP)
AHTHTETA K AHTHTETIAa K COBOKYITHOCTH MHO)KECTBEHHBIX aHTHT€HHBIX
MENTHIAM nentuoB (Anti-cocktail MAP)

Antutena k nentuny TCP (Anti-TCP)

Briaenstor naTe noTeHIManbHbIX QpyHKINNA 6noMapkepoB B BeaeHnn B3K [122]:

1. Huddepennuanbras quardoctuka B3K u He-B3K, 6one3nn Kpona u s3BeHHOTO
KOJINTA,;
2. [Iporao3upoBaHue OTBETa Ha TepaInio, 0COOCHHO B AcOrOTE 3a00JIeBaHMS, 10

HazHaueHus [ IBT;
3. MOHUTOPHUHT ¥ OLIEHKA SHIOCKOMUYECKOW U TUCTOJIOTUYECKON aKTUBHOCTH;
4. AJbTEpHATHBA WJICOKOJIOHOCKOIMH ISl OLICHKU 3a)KUBJICHUS CIIU3UCTOM

000JI0YKH;
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3. [Iporuo3upoBanue 000CTpeHMs 3a00I€BaHUS 10 MOABICHUS KIMHUYECKUX
CHUMIITOMOB.
AHTHHeUTpOQUIBbLHBIC HUTOILIa3MaTHYecKHue aHTuTeIa (ANCA)

ANCA mpeacTaBisitoT CcoOOW TpPYIITy ayTOAHTUTET, pPEarupyrolux Co
CTPYKTYpPHBIMM KOMIIOHEHTaMHU IUTOIIa3Mbl HelTpoduiaoB. Ilpu oreHke meToaom
HETPAMON UMMYHO(DIYOPECLECHIIMU BBIACISIIOT JBa THUIA MAPKUPOBKU HEUTPOPHUIOB
STUMHU aHTUTEJAMU: TEPUHYKJIEAPHOE OKpAIIMBAHME - TAaKWE AHTHUTENA Ha3bIBAIOT
nepunykieapubiMu  (pANCA) u  1muToria3MaTH4ecKoe,  XapaKTepusyrolieecs
audy3HO  QIIyOpecreHTHOH MapKUPOBKOW IHUTOIIIA3Mbl HEHTPO(HUIOB - OTH
aHTuTeNna  HazpiBalOT  nuTomiazmMatudeckumMu  (CANCA).  Takxke — BBIACISIOT
ayTOaHTUTENa K TpaHyJIpHbIM OenkaMm HeuTtpoduiaoB: k muenonepokcuaaze (MPO-
ANCA) wu nporeunaze-3 (PR3-ANCA) [34, 48, 58, 59, 80, 85]. Hexotopsie
uccnenoBarenn oTHOCAT MPO-ANCA u PR3-ANCA k nurorutazmarnaeckum ANCA
[85]. pANCA sBusitoTcsi OOIIEPU3HAHHBIMU ceposioruueckumu Mapkepamu AK; oxnu
BoIABIISIIOTCS Yy 60-70% OonbubIX [41, 67, 85, 116, 127, 141]. cANCA, Bximouast PR3-
ANCA u MPO-ANCA, sasistorcss nzBecTHbiIMU MapkepaMu ANCA-acolMnpOBaHHBIX
BackynuToB [13, 67, 85].

pANCA  sBIAIOTCS  BBICOKOCHEIU(DUUHBIMU, HO HU3KOUYYBCTBUTEIbHBIMU
mapkepamu AK [85, 138]. Kpome Ttoro, moutn y 25% mnaumentoB ¢ BK c
JIEBOCTOPOHHUM KOJIUTOM W ¢ cuMmnTtomamu, cxonubiMu ¢ SK, oOHapyxuparoTcs
noBbiieHHbIE YpoBHU pANCA [127, 132], yto orpannunBaet Bo3mokHOCTH pANCA B
muddepenumansuoit nuarnoctuke B3K. Psan uccnenoBanuii mokaspiBaroT, 4To PR3-

ANCA, mnapsaagy ¢ pANCA, Takxke SBIAIOTCA NEPCHEKTUBHBIMU MapKepamu B
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nuarnoctuke SAK [48, 127]. PR3-ANCA BoisBmsuinchy y nanuento ¢ K B 15-40%
ciaydaeB, Torga kak y mamueHToB ¢ BK - B 0-10% [58, 62, 127]. 1lo HekoTOpHIM
nanHbiM, onieHka PR3-ANCA none3Ha kak qisa quarHoctuku K y nereit u B3pocibIx,
TaK W JUIsl OLIEHKU TSKECTH U PACHPOCTPAHEHHOCTH TMOPaKEHUsS, U MPOTHO3UPOBAHUS
ucxonoB [34, 58, 59, 67, 120].

Tutpet pANCA uU3MEHSIOTCS B 3aBUCUMOCTH OT KIMHUYECKOW AKTUBHOCTHU
3aboneBanus y mamueHToB ¢ K [9, 48, 80 134]; 3T0 MOXET HMCIOJIB30BATHCS IS
MOHUTOPWHIA TEUCHHSI 3a00JIEBaHMSI U OTBETA HA TEPAITHIO.

[Io nmocnenaum nanHbIM, 3Kcnpeccuss ANCA pasznuyaercs B 3aBUCUMOCTH OT
MoJla ¥ BO3pacTa IMAalMEHTOB: JUIA >KeHckoro mnona yame uMeroT ANCA-
MOJIOKUTENIBHBIM CTATYC, U CPEIHUI BO3PACT MAIMEHTOB C MOJIOKUTEIbHBIMU TUTPAMU
BBIIIIE, YEM y MAIIMEHTOB 0€3 TUTPOB [24].

bonpmHCTBO UMccnenoBannii nmoAaTBepxkaacT cBsizb pANCA u nokanuzanuu
MOPaXXEHUSA: TMOJNOKUTENIbHbIA pe3ynbTaT pANCA CcTaTUCTHYECKH 3HAYMMO Yallle
BCTpEUYaeTrcss y  NalMeHTOB €  MAHKOJIUTOM, YE€M C  JIEBOCTOPOHHUM
KOJINTOM/TIPOKTOCUTMOUIUTOM [48, 62]. CienyeT OTMETHTh, YTO B TPYIINE MAIUEHTOB C
BK pANCA mnonoXuTenbHbIN pe3yJbTaT 4Yalle BCTPEYACTCS MNPH H30JUPOBAHHOM
MOPAKEHUU TOJICTOM KHIIKH, YTO JOMOJHUTENBHO 3aTpyAHseT AauddepeHnraribHyo
nuarHoctuky [106, 134].

[To HexkoTopbIM AaHHBIM, 3HaueHUSI PANCA KOppenupyrT ¢ 3HAOCKONUYECKOM
aKTUBHOCTBIO, olleHéHHOM 1o mikaie Meiwio (MES) [48]; B To ke Bpems, psa ApyTrHX
UCCJIeIOBAaHUIN HE OOHApYKUJIU COOTBETCTBUS Mexay TuTtpamu pANCA U cTeneHbro

MOPAKEHUS  CIM3UCTOM  oOosouku [56]. OTH NPOTHUBOPEUYUBBIE  PE3YJIHTATHI
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JEMOHCTPUPYIOT HEOOXOJUMOCTh TIOMCKa O0Jee COBEpPUICHHBIX MAapKEpOB s
nuarHocTuku  oboctpermii K, 0coOeHHO MIs MAaMEeHTOB C CYOKIMHHYECKOU
aKTUBHOCTBIO [56, 127].

bonpiie, yeM y nmonoBuHbl nanueHToB ¢ K ¢ NMEepBHYHBIM CKIEPO3UPYIOIIHUM
xosianrutoM otMmeuaercs pANCA nosoxuTenbHbId cTatyc [67].

CeponosutuBHocts no pANCA acconuupoBaHa € OTCYTCTBUEM IEPBUYHOTO
orBeta Ha Tepanuto ['KC [34, 48, 127]. UmMeroTcss gaHHBIE, O CHW)KEHHH YPOBHEHN
pANCA B mporiecce JieueHHs, OJHAKO BOIPOC O TOM, KaKOM MMEHHO BHUJ TEpauu
OKa3bIBa€T HauOOJIee 3HAUMMOE BIIMSHUE HAa JMHAMHUKY JAHHBIX AHTUTEN, OCTAeTCs
HEI0CTaTOYHO u3ydyeHHbIM [127]. B mnenmarpuueckux wuccienoBanusx pANCA-
MO3UTHUBHBIA  CTaTyC HE  MPOJAEMOHCTPUPOBA  3HAYMMOW  KOpPpEJSIUU  C
HEOOXOUMOCTBIO paHHET0 Ha3HA4YeHUs OMOJOTHMYEecCKOW Tepamuu. Bwmecte ¢ Tem
JaHHble 0 MporHocTuyeckor neHHoctu pANCA ocTaloTcs NpOTUBOpPEYHMBBIMU. Tak, B
uccnenoBannu Lisai-Goldstein Y. u coaBt. (2025) mokazano, uro pANCA sBusieTcs
Haubosee 3P(PEeKTUBHBIM MPEAUKTOPOM PaHHEH 3CKANAllMU TEPAiH CPEIU U3YyUCHHBIX
CEpOJIOTMYECKUX MAPKEPOB [42].

HecMoTpss Ha MHOrOJETHMH ONBIT NPUMEHEHUS, HEOOXOIWMBI JajibHeHIIne
UCCIENOBAHMS Ui NOHUMaHus noTeHuanbHoW poau ANCA B JAMarHoCTUKe,

MOHUTOPHUHIE U TPOTHO3UpOBaHUU ucxoa0B B3K.

AnTHTeNA K Saccharomyces cerevisiae (ASCA)
ASCA mnpencrtaBisitoT co0OiM aHTUTENIa K MaHHAaHOBOMY Oe€lky S. cerevisiae u

SABJAIOTCA BBICOKOCHGI_[I/I(bI/ILIHBIM CBIBOPOTOYHBIM MApKCPOM 0oJsie3HU KpOHa KaK y
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B3pocibix [141], Tak u y nereir [80, 100]. ASCA »(]pdheKTUBHO UCTIONB3YIOTCS JIS
muddepennmanbHoil quarHoctuku bBK u SK, mockombky mpucyrctByior y 70-90%
naruenToB ¢ bK u 5-10% marnuenToB ¢ AK [13, 48, 67, 127, 134].

ASCA-IgA obnapyxuBaercs npumepHo y 76% mnanuentoB ¢ BK, ASCA-IgG -y
94% [45]. BoABIIMHCTBO UCCIENOBAHUN CBHAETENBCTBYET O TOM, 4TO ASCA-IgA nu
ASCA-IgG o0namaroT COMOCTaBUMOM 3HAYUMOCTHIO s auddepeHImaibHon
JMArHOCTUKM cpenu mnanueHtoB ¢ B3K, onHako kpynmHOMacHmITaOHBIX HCCIIEIOBAHUM,
MTOCBSIIIICHHBIX CPABHUTEIBHOUN OLIEHKE OTAENbHBIX M30TUNOB ASCA, Ha CEeroaHsAIIHUMI
JICHb HE MTPOBOJIWIIOCH [45, 62, 134].

[lo manHbIM nuTepatypbl BbiCOKHE TUTpPbl ASCA accoOlMUpPOBaHbI C PUCKOM
paHHero Havana 3a00JIeBaHMA, CTEHO3UPYIOLIEH W TEHeTpHpymleh QGopMamMu
3aboneBanus [14, 37, 41, 48, 80, 100, 127]. B To ke Bpems, y NaIMEHTOB C
BocrnanuTenbHOU popmoit BK ypoan ASCA ObUTH CTaTHCTHYECKH 3HAYMMO HIDKE, YeM
y octanbHbIX [134]. Ocnoxxuennsie ¢popmbl BK compsibkeHbl ¢ TOBBIIIIEHHBIM PUCKOM
XUPYPrUYECKOr0  BMEIIATENIbCTBA, COOTBETCTBEHHO, Y ASCA-M0M0KUTETBHBIX
MaIMEHTOB BhIIIE BEPOSTHOCTH ONepaTUBHOrO JieueHus [45, 67, 100, 127].

[Tono6no ANCA, yactota ASCA-TIOTOXUTENBHOTO CTaTyca YBEIMYUBACTCS C
BO3pacTOM; OJHAKO, HE OBUIO OOHAPYKEHO CTATHCTUYECKM 3HAUYMMBIX pa3Iuuil B
pacrpeielieHuy 10 MoJy: cepono3uTUBHOCTh 110 ASCA BcTpeyaeTcs OAMHAKOBO 4acTo
KaK Cpeld MY>KYMH, TaK U CPEAU KECHIIUH [24].

ASCA-nionoxutenbHble ManueHTbl, B oTiauune oT ASCA-OTpUIIATENIbHBIX, C
OoJbIIel BEPOSTHOCTHIO HMMENU 3a00JI€BaHUE IOJB3AONTHON KUIIKH W/WIM TIPABBIX

oTaelioB ToacTor kumku [41, 80, 100, 134].
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Hanneie o B3auMocBA3u ASCA-NO3UTHBHOIO cTaryca C IepUaHaIbHBIMU
nposiBiieHusiMU bK HOCAT MpoTUBOpEUMBBIN Xapakrep. Psaa uccnenoBannii Ha B3pOCIIBIX
Koroprax JeMoHCTpupyer, 4to y ASCA-NO3UTHBHBIX MallMEHTOB IEpUaHAIbHbIC
MOpaXeHUs BBIABIAIOTCA 3HauuMo wamie [67, 100, 127]. B mnenuarpuueckux
UCCJIEIOBAHMSX IE€pUaHAIbHbIE MPOSBICHUS ACCOLUUHUPOBAIUCH C 0O0JEe BBICOKUMU
konuuecTBeHHBIMU TUTpaMu ASCA-IgG, HO He ¢ KaueCTBEHHOW MO3UTUBHOCTBHIO IO
ASCA-IgG nmn ASCA-IgA [62].

3nauenns uHaekca PCDAI Beime 150 0aioB CTaTUCTUYECKH 3HAYMMO 4Yallle
Ha0monanock y ASCA-monoxutenbHbIX anueHToB ¢ bK [134].

AxkTuBHO u3yvaercsi poib ASCA B KauecTBe HEMHBAa3MBHOT'O MHCTPYMEHTA IS
MOHUTOPWHTA  3a)KUBICHHUA  CIWM3UCTOM  oOojouku. CorjacHo  pe3yibTaTaM
neauaTpuueckoro uccienoBanus, ypoBHu ASCA He NpOAEMOHCTPUPOBAINA MPAMOU
accollMalliu C 3aXHUBJICHUEM CIM3UCTOW 000504Kku, onHako, ypoBHu IgG-ASCA
KOppEIUupOBau ¢ MoKa3aTessiMu MpocToi sHaockonuueckoi mkansl 1151 BK (SES-CD),
KOTOpasi SIBJSETCA KPUTEPUEM OLEHKH HHAOCKOIMMYECKOW aKTUBHOCTH U MPEAUKTOPOM
3aKUBJICHUE CIIM3UCTOM 000m0uKkH [37].

B pspe wuccnenoBaHuii, MPOBEAEHHBIX Ha B3pOCIBIX, MoKa3zaHo, 4yTo ASCA-
NOJIOKUTENbHBIN cTaTyc BK acconuupoBaH ¢ paHHMM Ha3HAYeHHEM OMOJIOIMYECKOMN
teparuu [79, 100]. s mereit ObIO YCTaHOBIICHO, UYTO cepojiornueckuii ctatyc ASCA
HE SIBIIIETCS MPEIUKTOPOM 3cKaiauuu Tepanuu [21, 37, 42, 45]. OnHako eIMHUYHBIE
HCCJIEOBAHNS OIMCHIBAIOT, YTO CPEOU NPOYUX CeposIorMdeckux MapkepoB ASCA
ABJIIETCS HanOoJiee MEePCIEeKTUBHBIM MIPOrHOCTUYECKUM (PAaKTOPOM paHHEH 3cKajlalluu

tepanuu y aere ¢ bK [124].
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Hecmotpst Ha TO, uto ASCA sBisercs OoJjiee HaJEKHBIM MPEIUKTOPOM
HeOmaronpusitHoro teueHuss B3K, yem pANCA, oHH Takke UMEIOT CBOU HEIOCTATKH.
Bo-niepBbix, 3kxcnpeccuss ASCA 10ocTaTOYHO HU3KA Yy NAMEHTOB ¢ n3oaupoBaHHO BK
tosicror kumku [38, 106, 127]. Bo-Bropsix, skcnpeccus ASCA paznuyaeTcs B pa3HbIX
ATHUYECKUX nonynsnusx [29, 37, 38, 79, 115, 127]. B-tpetbux, 30% naiueHTOB MOTYT
MeHATh cBOM ceponorndeckuii cratyc ASCA B xoze TeueHus: 3a00ieBaHus U B XOJI€
tepanuu [134]. OueBumno, uto pANCA um ASCA B coderanmu Oosee TOJE3HBI B
muddepennnansHoi auarnoctuke B3K, uem kaxapiit u3 HUX B OTIEABHOCTH [26, 48, 80,
88, 127], HO HU3Kas YyBCTBUTEIBLHOCTb 3TUX MAPKEPOB OrPAHUYUBAET UX KIIMHUYECKYIO
LEHHOCTb.

Hmerorcst orpaHMYEHHBIE JJAHHBIE O CTAOUIIBHOCTH CHIBOPOTOYHBIX MAapPKEPOB MPU
OLICHKE B JWHAMUKE W BIMSHUM TEpalMud HA CEPOJIOTMYECKUMH cTraryc. Psn
HCCIIEIOBaHU TOKa3bIBaeT, 4To mpu Tepanuu npenapatamu 5-ACK cratyc ASCA
OCTaeTCsl CTa0WIIBHBIM C T€UEeHUEM BpeMeHH, a npu jeueHuu ['KC umeercs TeHaeHIMs
K cHmwkeHuto TtUTpoB [37, 134]. Camoe mnpomomkutenpHoe HabmoaeHue ASCA B
AMHAMMKe, onucaHHoe Kim M coaBTOpaMM, COCTaBisieT 7 JIET; B TEUEHUE JIaHHOTO
nepuona 3HaueHuss ASCA ocraBaiuch OTHOCHUTENBHO cTaOuiabHbIMU [37]. Takum
oOpa3oM, aBTOpPbl JaHHOM paboThl MonararoT, 4ro noBTopHas oneHka ASCA B
JUHAMUKe He sBisercs wuHbopMmatuBHOM [37]. BonbIIMHCTBO  HCCleNOBaHUN
nokaszbiBaet, yTo cratyc ASCA He acCOMUpOBaH ¢ 4acTtoToil penuauBoB bK y nereit

121, 37].
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Kak pANCA, tak u ASCA sBISIOTCSI BBICOKOCTIEITU(UIHBIMU MapKEPaMH, HO UX
YyBCTBUTEIBHOCTh  OTHOCUTEIIBHO  HHM3Ka, IIO3TOMY OTH  TECTHl  SBIIIOTCA

HETPUrOAHBIMU JJI CKpUHUHTa [26, 62, 67, 127, 132].

AHTHUTEJIA K TJIMKONPOTENHY 2 AMHAPHBIX KJIETOK MOIMKeJTy10YHOM KeJie3bl
(PAB)

[Tomxenynoynas sxeyie3a UrpaeT BECOMYIO poJib B GOPMUPOBAHUU U TOJICPKAHUN
MYKO3aJIbHOI'O UMMYHHUTETa U KuleuHoro o6apeepa [12, 573. I'mukonpoteud 2 (GP2) u
pSZl TUILEBAPUTEIBHBIX (DEPMEHTOB COJEP)KATCA B 3UMOTEHHBIX TpaHylsiax, KOTOpbIC
MPOAYIUPYIOTCS allMHAPHBIMU KJIETKAMHU IMOJKEITYI0YHOM kene3nl [99, 123]. Tlonanas
B kumeyHuk, GP2 »skcnpeccupyercss Ha M-KJIETKax W UrpaeT BaXHYK pOJb B
nojJiepKaHuu 0apbepHOU (PYHKIIMM KUIICYHOTO AMUTENHS,, UMMYHHOTO TOMEOcTas3a U
(GbOpMHUpPOBAaHUM  AHTUTEH-CIICIM(PUIECKOTO HUMMYHHOro otBera [73].  beuio
yctaHoBieHo, uto GP2 saBmusgercs peuentopoM Uil OTAECIBHBIX AHTUTE€HHBIX
KOMITOHEHTOB OaKTepHAIbHBIX KJIETOK (Hampumep, pumbOpuii tuna 1 FimH). GP2
aAre3upyeT aHTUIEHbl, KOTOpPbIE MYTEM TPAHCUWUTO3a TPAHCHOPTUPYIOTCS K
HIDKEJISKAIUM JIEHAPUTHBIM KJIETKaM, 4YTO HWHHUIMUPYET aHTUTEH-CIelupUuIecKre

MyKO3aJbHbIe UMMYHHBIEC OTBETHI [99] (pucyHok 1.2.1).
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\ | 3umoreHHsle
(ceKpeTopHLIE) rpaHynLl

[~ GP2, npegcTaBneHHLIA Ha
memBpaHe rpaHyn

AuvHapHbIe KNeTKn
NoAKeNyA0UHOIA Xenessl i BaxTepun, umerowan
FimH1

aAntadanhak

TpaHcyutoz
M-knetka

KHMLIEYHWKA
[leHApUTHan KNeTKa

B-numdoyur

Pucynok 1.2.1 — Pons GP2 B moanepskanuu OapbepHON (DPYHKIIUM KHUILIEYHOTO
AIUTEINNS

['mukonporenH 2 (GP2) mpeacrarmsier coboit MeMOpaHHBIN OEI0K 3MMOTEHHBIX
(CEeKpeTOpHBIX) TpaHysl MOKETYJ0YHON kene3bl. [Ipoayrupysich alUHApHBIMU
KJIETKaMH, 3UMOT'€HHBIE TPaHyJIbl CEKPETUPYIOTCA B KHUIIEYHUK. B moIocTH TOHKOM
KHIIKA U3 TPaHysl 0cBOO0kaat0Tcst pepMenTsl 1 GP2, KOTOpHIN 3aTeM JoKalIn3yeTcs Ha
M-knetkax kumeyHuka. GP2 sBigercda peuentopoM sl OTACIbHBIX AHTUTCHHBIX
KOMITOHEHTOB OaKTepuaIbHBIX KJIETOK (Hampumep, hpumOpuit Tuma 1 FimH).

GP2 oOnapyxuBaeTCsi B BEpXHEM CJIO€ MYIIMHA KaK B TOHKOW, TaK U B TOJCTOMU
KHUIIIKE, U €ro KCIPECCHS 3HAUYUTEIbHO YBEIUUMBACTCS MMPU BOCIAJICHUH KUIIICYHUKA U
OakTepuaNbHOW WHBa3uu. YBenudeHue skcnpeccun GP2 mpencrtaBisier coboit pHCcK
uHaykuuu aytoanturen [99]. Hecmorps Ha To, uto antutena k GP2 aktuBHO

HU3Yy4arOTCA, JAaHHBIC 00 wux KHHHHKO-I[PIElI‘HOCTH‘-IGCKOﬁ OCHHOCTH  OCTAlOTCA
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npotuBopeunBbiMu [8, 30, 50, 64, 117]. NMeronuecs ucciieIoBaHUSI TOKA3bIBAIOT, YTO
ypoBHU anti-GP2 B ChIBOPOTKE KPOBM 3HAUMUTEJIBHO MOBBIMIAIOTCS y manueHToB ¢ bK
Kak y Jered, Tak u y B3pocibix [8, 30, 50]. [Io HEKOTOpPHIM JaHHBIM, 3HAYEHUS AHTU-
GP2 B CBIBOPOTKE KpPOBM OTHOCUTENBHO HU3KM y manueHToB ¢ BK ¢ mopaxenuem
tosictoi kuwku [73, 116, 127]. Beicokue ypoBHH anti-GP2 yacto accouuupoBaHbl €
ocnoxkHeHHbIMH ¢opmamu BK  (cTeHosupyromas WM TMEHETPUPYIOIAsi), PaHHUM
1e0I0TOM, WIICONEKAIbHOW JIOKANMM3aIled M BBICOKOH YacTOTOW XUPYPTUYECKOTO
BMmemiatennscTBa [30, 50, 117]. [To HekoTOpbIM TaHHBIM, 3HaueHust anti-GP2 cHikaroTcs
y JIeTel ¢ MEepPBUYHO JIHArHOCTUPOBaHHOM bBK mocne ycrnemHoW WHIYKIIMOHHOU
tepanuu  [30], COOTBETCTBEHHO, JaHHBIE aHTUTENA SIBISIIOTCA NEPCHEKTUBHBIM
MAapKepOM JJIsI MOHUTOPMHIA OTBETa Ha Tepamuio. B umccinenoBaHMsIX Ha MbIIIAX
MOKa3aHO, 4YTO BBICOKME 3HaueHusa aHtuten K GP2 accouummpoBanbl ¢ OosblIel
aAre3uei JKryTUKOBBIX MUKPOOPTaHU3MOB K 3MHUTEIUI0 KUIIEYHUKA, YTO MOYXKET UMETh
3HAYMTENbHBIN BKIaj B matoreHes B3K [82].

Boicokue ypoBHu anti-GP2 craructuyecku 3HAUMMO 4Yalle BCTPEYAOTCS Yy
MY’KYUH, 4eM Y JKeHUIMH. MenuaHa Bo3pacTa anti-GP2-mojoKuTenbHbIX MallMeHTOB
Hwke, yeM anti-GP2-otpuniarensHbix [24].

B HeKOTOpbIX HccaeaoBaHUSAX OTAEIbHO H3ydanack poib aHTU-GP2-IgG u anTu-
GP2-IgA B ceponoruyeckoid guarHoctuke B3K. AmnanoruuHo mnpeabayniaM
MCCIIEIOBaHMsIM, ObUIO YCTAHOBJIGHO, YTO Y MAIMEHTOB C TMOBBLIIICHHBIMH THTpPaMHU
000MX TMOATUIIOB HMMEETCS TEHACHIMS C OCIOKHEHHOMY TeueHno bK, panHemy
XUpypruueckoMy BmematenbcTBy [73].  IlpuMeuaTenbHO, YTO MALMEHTBHl  CO

CTPUKTYPUPYIOITNM (DEHOTHUIIOM 3a00JI€BaHUS TEMOHCTPUPYIOT BBICOKHE THUTPHI aHTH-
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GP2-IgG, B TO BpeMsi Kak MalMEHTHl C TEHETPUPYIOUIUM (EHOTUIIOM - HHUBKHE.
VYposenb aHTU-GP2-IgA 3HAUMTENBHO KOPPEIUPOBAI CO CTENEHbIO MOBPEKICHUS
CIAU3UCTOM 000m0uKH [73].

AnTu-GP2 npoaeMoHCTpUpOBaIM CTaOMJIBHOCTh MPH HMCCIEAOBAHUU B TEUEHUE
JUIMTEJIBHOTO Nepuoza: ToNbko y 5% mnamueHToB ¢ BK u3MeHWiIcs ceponorndeckui
CTaTyC IPH OLICHKE B IMHAMUKe [73].

[Ipu onenke antu-GP2 B auardHoctrke B3K HeoOX0auMO y4uUTHIBATH, YTO OHHU
MOTYT OOHApYKUBAThCS U TPH JIPYTHX WUMMYHOOTIOCPEIOBAHHBIX MATOJOTHSIX, TAKUX
KaK UEJIWaKus, NEPBUYHBIA CKICPO3UPYIOIIMKA XOJIAHTUT, XOJAHTMOKAPLMHOMA H

UMONATHYECKUI XpOHUYECKUI TaHkpeaTuT [24, 116, 127].

AHTHTENIA K 00KaJI0BUAHBIM KiIeTkaMm (GAB)

BokaioBuiHbIE KIIETKH BBITIOHSIOT HECKOJIBKO (DYHKIIMI; HO OCHOBHBIC, KOTOPHIE
cBsi3anbl ¢ mnarodpusmosiorueit B3K, Brimowator B ce0s CEKpeuMi0 MyLHHA,
NMOAACP)KAHUE CIMU3UCTOTO CJIOSI U aHTUreH-mpeseHTanuo [83, 143]. MyuuHOBBII
Oapbep SBISICTCS TIEPBOM JIMHWEH 3allUThl KUIIEYHOTO OJMHUTENNS OT IMaTOTCHHBIX
MukpoopranusmoB [12, 84]. UccienoBanusi mokaspiBatoT, 4yTo y mnanueHTtoB ¢ B3K,
ocobenHo ¢ K, HaOm0Ma0TCAd CTPYKTYypHBIE Me(PEKThl CIM3UCTOrO CJIOS Kak B
aKTUBHOM cTaauu 3abojieBaHusl, Tak U B pemuccuu [27]. Cnuszb, mpoayuupyemas
OOKaJIOBUTHBIMU KJIETKAMHM, HETIPEPBIBHO paclpeiesieHa 10 BCEMY KUIICUHHUKY, IPUIEM
CTPYKTypa CIM3UCTOTO 0apbepa pa3iuyaeTcsl B Pa3IMYHBIX OTJENIaX: B TOHKOW KHIIKE
OoHa o0Opa3yeT OJWH CJOH, B TOJCTOU - Oojee TUIOTHBIA NBOMHON cioit [27, 74, 143].

COOTBGTCTBGHHO, KOJIMYECTBO 6OKaJ'IOBI/II[HBIX KJICTOK 3HAYUTCIIbHO YBCIIMYMBACTCA B
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nucTanbHOM HampasieHuu [74, 84]. OcHOBHas 3ajada CIW3M - 3alllUTa SMUTEIHUS OT
MHUKpPOOPTaHU3MOB [27]. YCTaHOBJICHO, YTO KOMMEHCAJIbHBIC OaKTepHUu TOTPEOISIIOT
MUTATEJIbHBIC BEIECTBA B COCTaBE CJIM3U, UTO MPEMSITCTBYET aJAre€3Uu MaTOTE€HHBIX
MukpoopranusmoB [83, 143]. V naunuentoB c¢ B3K HaOmomaeTcss HCTOHUEHHE
CIIM3UCTOTO CJIOSA, 4YTO MOTEHUMpyeT BocmaieHue [83, 84]. bokanoBuaHbBIE KIETKU
CIIOCOOHBI MPOJYIIUPOBATH IMPOBOCHAIUTENbHBIE IIUTOKWHBI W TPAaHCIOPTUPOBATH
QHTUTEHbl K  HWXEJeXKaIlIUM  JEeHJIPUTHBIM  KJIETKaM, WHUIUUPYS  aHTUTCH-
cneuuduyeckue UMMYHHbIe OTBeThl [27, 143]. Hapymenue HOpMaIbHOIO
(GYyHKIMOHUPOBaHUST OOKAJIOBHIHBIX KIETOK HWMeeT MecTto B maroreHese B3K;
CHIIKAETCSI CEKpelUs] MyIIMHA U ITUTOKUHOB, MEHSETCSI COCTAaB CJIM3UCTOrO CJIOS, 4YTO
MPUBOJUT K MHBA3UM MAaTOTEHHBIX MHUKpOOpraHu3mMoB [74]. Hapyumienne mMukpodroma
MPUBOJIUT K BOCMAJICHUIO U THOENM YaCTU OOKAJIOBUIHBIX KJIETOK, YTO, B CBOIO OUEPE/ib,
MOXET CIPOBOLIUPOBATH ayTOMMMYyHHBbIE peakuuu [27]. Ilpogykuust aHTUTENn K
OOKaJIOBUIHBIM KIIETKAM MOKET YCYTyOsTh BOCHIATUTEIBHBIA MPOIECC U IECTPYKIIUIO
snuTenus. EIUHWYHBIE — WCCIEAOBaHUA  JEMOHCTpupyrT, uto GAB  wamie
obOHapyxwuBatorcss y mnamuertoB ¢ K [8]. beuio mokazano, uro GAB oOmamaer
OonpmM ToTeHIMaNoOM B auddepennmansaoi quardoctuke K u GyHKIIMOHATBHBIX
pacCTpOMCTB KeIyA0UHO-KHIIeUHOro TpakTta [8]. B rpynne nanuentoB ¢ BK Bbicokue
tuTpel GAB OBITM acCONMHMPOBAHBI C TEPMHUHAIBHBIM HWJICHTOM W TOBBIIICHHON
4acTOTOM  XuUpyprudyeckoro BMmematenbcTBa [8]. CymecTtByeT Maiio  pador,
ONMUCBHIBAIOIIMX 3HAYMMOCTh JaHHOTO Mapkepa B jumarHoctuke K wu  BK|
CJIeIOBATEeNbHO, HEOOXOIMMBI MCCIIEIOBaHUs U ompeneneHus B3aumocBsizu GAB ¢

KIIMHUYECKUMH (popMaMu U UCXOoAamMu 3a00IeBaHMS.
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AHTHTEIa K MAJIOHOBOMY AHAJIbACTHAY-aneTadbaeruay (Anti-MAA)

ManonoBbiit  guanbaerug-anetanbaeruy  (MAA)  sBiseTcs  OpOIYKTOM
MEPEKUCHOTO OKUCITIEHUS JTUIUA0B. XPOHUYECKOE BOCTIAJIEHHUE CBSI3aHO C 00pa3oBaHUEM
akTuBHBIX (hopm kuciopoza (ADK), koTopblie SBISIOTCS BaKHBIMU (DU3UOIOTHUECKUMU
CUTHAJIbHBIMU MosieKynamu [96, 139]. ADK oOpasyroTcss B YCIOBHSIX HOPMaJIbHOIO
MeTabosiu3Ma KJIETOK M SBISIIOTCS MOOOYHBIM MPOAYKTOM a’poOHoro riaukonmsza. K
A®K oTHOCATCS CBOOOJIHBIE paJUKajbl, KOTOPhIE 00Jagal0T BHICOKOW pPEaKIMOHHOU
AKTUBHOCTBIO BBUJy HalM4Ms HecmapeHHOro anekTpoHa [96, 139]. Ilpu u30biTouHOM
MPOJIYKIIUU CBOOOJHBIX PAIUKAIOB W/UIM CHIKEHUM BOCCTAHOBHUTEIIBHBIX DPEaKIIUN
npoucxoaut uypesmepHoe HakomieHne ADK B kierkax. ITO NPUBOJIUT K HAPYUIEHUIO
MIPOHUIIAEMOCTU KJIETOYHOW MeMOpaHbl, MOTECHIIMPOBAHUIO BOCTIAIUTEIBHBIX PEAKIIHA,
MOBPEXICHUIO J1e30KcuprbonykiIenHoBou kuciotsl (JJHK), amonTo3y u kanueporenesy
KieTok [54, 96, 103, 139]. UpesmepHoe BoicBoOOKIeHHe ADK B camsucToil 00010uKke
KUIICYHUKA TPUBOAUT K PACHIMPEHHUIO 30HBI MOBPEKACHUS, YCUIIMBas BOCIAJICHHUE,
JECTPYKIIMIO SMUTETUATBHBIX KJIETOK M CIOCOOCTBYET OakTepuaibHOM WHBa3WU [54,
103]. D10 cocTosiHME BBIpAKEHHOIO JucOagaHca MEXIYy IPOOKCHIAHTAMH H
AHTUOKCUJIAHTAMU Ha3bIBA€TCS OKCUJATUBHBIM (OKHCIHUTENBHBIM) cTpeccoMm [54, 136,
139].

Jlunuapl, a WMEHHO TOJMHEHACHIIICHHBIE >KUPHBIC KHUCIOTHI, SBISIOTCS
ocHoBHOU muiieHbt0o ADK [78, 96]. OnHUM U3 OCHOBHBIX MPOAYKTOB NEPEKHUCHOTO
OKUCJICHUS JIMIUAOB SIBJIAETCS MalloHOBBIM auanwpaerua (MJIA) - o mpeacTaBiser
co00H MPUPOJHBIN UMMYHHBIN abIOBAHT, yYaCTBYIOIIUNA B PA3BUTHH ayTOBOCIAJICHUSI.

YcranoBneno, yto ypoBHU MJIA 3HaunTenbHO NOBBbINICHBI y manueHToB ¢ B3K mo
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CPaBHEHUIO €O 340pOBBIMH JtoabMH [39, 96]. MccnenoBanus Takke JEMOHCTPUPYIOT
KOpPENAIMIO BRICOKOTO YpoBHS MJIA, nopaxenuii neuenu u auciaunuaemun npu B3K
[39]. Hecmotpst Ha BhImenepeuncieHnbie (akTel, onpeneneane MJIA B CBHIBOpOTKE
KPOBH COMNPSDKEHO C PsSAoM TpyaHocted [96]. Bo-mepBbIX, MOpPOTroBBIM YpPOBEHb
3HAQYUTENBHO BapbUPYET B 3aBUCHUMOCTH OT METOJA HCCIENOBAaHUS, BO-BTOPBIX,
3HadueHUsS MJIA CWJIBHO TOABEPKEHBI CYTOUYHBIM KOJCOAHWSAM W YyBCTBUTEIBHBI K
¢m3maeckuMm Harpyskam [96]. Takum oOpasom, ompenenearie MJIA B auarHOCTHKE
naneHToB ¢ B3K sBisieTcss TEXHUYECKH CIOXKHBIM M HerenecooOpa3HbiM. B
pe3ynbTate HemHbIX peakmmii MJIA pacmamgaercss ¢ 0Opa3oBaHHEM aleTalbIeTHaa,
KOTOpbIM BHOBb coefuusiercsa ¢ MJIA u ¢popmupyeT yHUKaJIbHbIE, BBICOKOCTAOMIbHbBIE
aJayKThl KOMILIEKCAa MaJIOHOBOIrO aAuanbjaeruaa-amnetanbaeruaa (MAA) [78] (pucyHok

1.2.2).
AT Y -
ﬁ g"ﬂ MHXXK e {t -

MepexkncHoe
OKMCIEHHE
nuNUos
O O CnoHTaHHBIWA pacnag
H M H
MOA Aueransgermng
A~ NH'
FITE
N H
Y \ﬁ\n/
O

MJLA-moandmumposaHsi s MAA-moandHLMPOBaHHLINA ANZWH

Pucynok 1.2.2 — Cxema obpazoBanus aanyktoB MJIA u MAA [aganTupoBaHo u3 84]
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MAA wMoOXeT WHIyHHpOBaTh MPOBOCTIATUTENbHBIE U MpoGUOpOTHIECKHE
peakiuu [44]; wuccinegoBaHUS Ha OJKUBOTHBIX IMoOKa3zand, 4to MAA crnocobeH
Ir€HEpUpPOBAaTh MPOAYKIUIO AHTUTEN U OTBET T-KIETOK Ha OEIOK-HOCUTEIb,
oOecreunBasi MEXaHU3M, IPUBOJAIINNA K CPBIBY UMMYHOJOTHYECKON TOJIEPAHTHOCTH K
COOCTBEHHBIM AHTUI€HAM, YTO MOKET MPUBECTU K AyTOMMMYHHBIM peakiusMm [78, 86,
87]. Ilo nannbiM nutepatypsl, anti-MAA-IgG sSBAsSIOTCS BBICOKOCTICIU(DUUHBIMU TSI
K, uro moxer nomoub auddepenuuponats AK u BK (B Tom umcie u BK toncroi
kuikK) [78]. Kak y nereit ¢ BK, Tak u y B3pocibIx, U3 BceX MOATUINOB anti-MAA
3HAYUTENbHO yBenuuuBaetrcs (ppaxuus IgG, o He IgM u IgA [54]. 3naueHus anti-
MAA B uccieoBaHUsIX HE KOPPEIMPOBAIM HU C BO3PACTOM, HU C IOJIOM IAlUEHTOB
[39, 78]. YpoBeHb anTuTen Kk MAA mOBbIIIAETCS TakKe MPU PEBMATOUIHOM apTPUTE,
QJIKOTOJTbHOM ~ TMOP&KEHWUW  TCUeHHW, 3a00JeBaHUSIX  CEPICYHO-COCYANCTON |
naeixatenbHoi cucteM [39, 44, 90], uTo HEOOXOAMMO YUWUTHIBATH MPU MHTEPIPETALUN
PE3yNbTATOB UCCIEAOBAHUS.

Takum obOpazom, anti-MAA sBiseTCS MaJOU3Y4YE€HHBIM, HO TEPCIEKTHBHBIM B
wiane JuddepeHIaIbHON TUarHOCTUKY MapKepoM MpU HaOIIOJEHUM 3a MallueHTaMu

¢ B3K.

AHTHTEJIA K HHTEerpuHy avf6
WHTerpunbl - KPYMHOE CEMEHCTBO OEJIKOBBIX Te€TEPOJIMMEPHBIX PELENTOPOB
KJIIETOYHOM TOBEpXHOCTH. Bcero BwiaensaroT 24 pa3nuyHbIX BHUAA HWHTETPUHOB,
paznuyaronumxcs Mo CTPyKType B3aumojeictBus 18 o- u 8 P-cyobenunwmir [32].

I/IHTGFpI/IHBI Y4aCTBYIOT B KJIE€TOYHOU rnepcaadyc CUraajaioB, HpOJII/I(bepaI_[I/II/I, KJIE€TOYHOU
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aaresun u wmurpanuu. M3 1menoro ceMmeiicTBa BBIACISAIOT WHTETpUH Oovpf6 - OH
AKCIIPECCUPYETCS MPEUMYIIECTBEHHO B TOJICTOM KHIIEYHUKE U UTPAET BAXKHYIO POJIb B
MOJJIep)KaHUM  MHTENnaIbHoro Oapwepa [32, 77]. UaTerpmH avp6 cBS3bIBaeTCS C
OemkaMu BHEKJIETOYHOTO MAaTpHKCa, TakKUMH Kak (QuOpoHeKTHH, oOecnednBast

MEXaHMUYECKYIO MOJJEPKKY U IIEJTOCTHOCTh TKaHe [77, 135] (pucynok 1.2.3).

7
3NUTENVANbHbLIE KNETKKM KMWIeUHWKa MHTED{MH ey ﬁé

aHTuTeNa K
WHTErpUHY avpé
.

COEAWHWTEALHAA TKaHb m

dWbpOHEKTUH

Pucynok 1.2.3 — VnarubupoBanue cCBsI3pIBaHUS HHTErpHHA OVP6 ¢ (PuOpoHEKTHHOM
ayTOAHTUTENAMU

AyToaHTuTeNa MPOTUB HMHTETpUHAa V36 MOTIYyT HMMETh Ba)KHOE 3HAUCHHUE B
natoreHe3e B3K: unrubupoBanue antutenamu cBsizu ovf6 u GuOpoOHEKTHHA TPUBOIUT
K HapyILICHUIO LEJIOCTHOCTH 3MUTEIUAIBHOTIO O0aphepa U MOBBILICHUIO IPOHUIIAEMOCTH
CTEHOK KHUIIEYHUKA, UHAYLUPYS W/WIM YCUIUBAsl MOBPEXKICHUE CIU3UCTON 00O0JIOUKH.
Kpome Toro, uccinenoBanust AEMOHCTPUPYIOT BBICOKYIO MPOAYKIIMIO UHTErpuHa avf36 B
XOJI€ 3MUTENN3aUN TKaHel [77], COOTBETCTBEHHO, anti-av6 MOTYT HpEensTCTBOBAThH
HOPMaJIbHOMY 32)KUBJICHUIO MOBPEXKIACHHOM CIM3UCTON, YCYryOJsisl y»K€ HMMEIoLIeecs
BOCHAJICHUE U (OpPMUPYS «IIOPOYHBIA Kpyr». TeM He MeHee BOIpOC, SIBISIETCS JIU
oOpa3oBaHHE AaHTUTEN MEPBUYHBIM MATOT€HETUUYECKUM (AKTOpOM, WIM AaHTHUTEJa
0o0pa3yroTcsi BTOPUYHO B YCIOBUSX AECTPYKIMH SMUTEIUANBHBIX KJIETOK, OCTaeTCs

OTKPBITBIM.
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[Tocnennue nccneaoBaHus y B3pOCIIbIX MAIIMEHTOB IMOKAa3ajd, YTO ChIBOPOTOYHBIE
anTu-avp6-1gG ABIAIOTCS NEPCHEKTUBHBIMU ceposiornueckumu mapkepamu AK [33, 57,
77, 135]. Ilo maHHBIM JTUTEPATYPHI, YYBCTBUTEIHHOCTh U CICIH(PUIHOCTh AHTUTET K
uHTerpuHy ovp6 y nmanuenToB ¢ K qoctatouHo BeICOKH U cocTaBisOT 92,0% u 94,8%
COOTBETCTBEHHO [67, 77, 122]. AnTH-0vB6-1gG y B3pocasix nanuenToB ¢ AK orpaxator
KaK KIMHAYECKYI0, TaK ¥ YHJIOCKOIMMYECKYIO TSKeCTh 3aboneBanus [32, 77, 91]. Cpenu
nereit ¢ B3K nmogo0OHbie ncciieIoBaHus HE TPOBOAMIIKCH.

HoBbie 6uoMapkepbl MOTYT CTaTh HE TOJIBKO 3()DPEKTUBHBIM TUATHOCTUYECKUM
MHCTPYMEHTOM, HO M MOTEHIMAJIbHON TEpaneBTHUECKON MulleHblo. [loHuMaHue
natoreHe3a SK cmocoOcTByeT pa3paboTke HOBBIX, YCOBEPUIEHCTBOBAHHBIX METOJIOB
nedeHus. CylecTBYIOT JaHHbIE, CBUAETEIbCTBYIOIIME O IOJOKUTEIBHOM 3(deKTe
OJIOKMpOBKM HHTETrpuHa avf6, MNPeAOTBPAlIAIONIEr0 MUTPAIUI0 JUMGOIUMTOB B
CIM3UCTYI0 00070uKy KumeuyHuka [31, 142]. Takum oOpazom, anti-avp6-IgG mMoxHO
MOTEHITUAIBHO MCIIOJIb30BATh HE TOJBKO MPU MOHUTOPUHTE aKTUBHOCTU 3a00JIE€BaHUA,
HO U ONPEIEIICHUH TAKTUKU JICUCHUSI.

[Ipu ucciienoBaHMM KyMYJATHBHOTO BIIMSIHUS aHTHTEN Ha TE€YEHUE 3a00JIeBaHUS
OBUTIO YCTAaHOBJIEHO, YTO Yy MAI[MEHTOB, UMEIOIIUX aHTUTENa Oojee 4eM K OJHOMY W3
OMHCAaHHBIX AHTUTEHOB, Yallle Pa3BUBAJACh CTEHO3WPYIOLIAs W/HIW TEHETPHUPYIOIIas
¢dbopma 3aboseBaHMs, YEM Y TIAIIIEHTOB C aHTUTEIAMH TOJIBKO K OJHOMY aHTHUTEHY WIIH
ux orcyrcteueM [100, 128]. B nmampHeWmMX wucCIeIOBAaHUSIX, BEPOSITHO, OJLKEH
YUHUTBIBATBCS ~ CEPOJIOTMYECKHM  NpOoQuiib  KaXJAOoro NalMeHTa C  [OMOUIBIO

KOMOMHAINK/TIaHeTT OMOMapKepOB, a HE OJTHOTO OTAEIBHOTO Mmokaszarens [67, 132].
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Takum o00pa3om, H3y4EHHE HOBBIX CEPOJOTMYECKHX MAapKEPOB OTKPBHIBAET
BO3MOKHOCTH JJI1 CO3[aHUSl JUArHOCTHUYECKHX W TMPEAUKTUBHBIX MOJENeH s

MePCOHATM3UPOBAHHOMN OLICHKH TEUCHUS 3a00JIeBaHMUSI.
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I''TABA 2 MATEPUAJI U METO/Ibl UCCJIEJOBAHMUSA

HccnenoBanue BBIMOMHAJIOC, Ha 0a3e Kadeapbl TOCHUTAILHON TMEAUATPUN
(3aBenyromuii  kadenpoit, a.M.H.,, mnpodeccop CanwsikoBa J[.M.) DenepanbHOro
rocyJapCTBEHHOTO  OIOJKETHOTO  0Opa30BATENIbHOTO  YUPEXKACHHS  BBICHIETO
obpazoBanus  «KazaHCKMI  TOCYJapCTBEHHBIM  MEAUIIMHCKUNA  YHHUBEPCUTET
MunucrepcTBa 3apaBooxpanenus Poccuiickoit @enepanuu B nepuoja 2023-2026 rr.
HabGop wmarepmana mnpoBoauics B [ocymapcTBEeHHOM aBTOHOMHOM YUPEKICHUH
3npaBooxpaHeHus «JleTckas pecnyOrKaHCcKas KIMHUYecKas 00JIbHUIIa MUHHCTEpCTBa
3npaBooxpaHeHusi Pecryonuku Tarapctan» (TyaBHBIA Bpad, 3aciyKeHHbIH Bpau PT
3uatauHoB A.W.) — ximHMYeckor 06aze ®I'bBOY BO Kazanckuit 'MY Munsznpasa
Poccun. IlpoBeaenue uccienoBanus 0n00peHO JIoKanbHBIM ITHYECKUM KOMHUTETOM
OI'bOY BO Kazanckuit I'MY MunsapaBa Poccun (npeacemarens JIDK — a.m.H.,

npodeccop I'ypsuieBa M.D.), mporokoi 3aceganus Nel0 ot 21.11.2023.

2.1 In3aiin uccieoBaHus
OOcepBallMOHHOE ~ JIOHTUTIOJHOE  MCCIEJOBaHUE  BKIOYaIo B cels
PETPOCIIEKTUBHYIO M MPOCHEKTUBHYIO YacTu. OOmuMii mnmepuo HaOMIOACHHUS C YyYETOM
peTpoceKTUBHOM Yactu coctaBuia 8 et (2018 - 2026 rr).
B Xxozie BBIMOJHEHUS PETPOCHEKTUBHOM YacTU HUCCIEAOBAHHUS OBLUIA H3YyYCHBI
AHAMHECTUYECKHUE U KIIMHUKO-JIa00paTOPHbIC U UHCTPYMEHTAIbHBIC TaHHBIC MAIMEHTOB
(n=66) Cc yCTaHOBIICHHBIM JIHArHO30M «S3BEHHBIH KOMUT» M «0one3nb Kpona» c

u3BecTHbIMU 3HaueHUSIME ANCA u ASCA IgA u IgG B gebroore 3aboneBaHus,
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rOCHUTAIN3UPOBAHHBIX B AuarHoctuueckoe otnenenue ['AY3 «IPKb M3 PT» ¢ utons
2018 o centsi6pn 2023 1.

JIns OLIEHKH KJIMHUKO-TMArHOCTUYECKOM IIEHHOCTH HOBBIX CEPOJOTMYECKUX
MapKepoB ObUIM  OTOOpaHbl TAIMEHTHI, BIIEPBBIC TIOCHUTAIM3UPOBAHHBIE B
muarnoctudeckoe otnenenue 'AY3 «JIPKb M3 PT» B mepuon ¢ oktsadps 2023 1o
nekabppb 2025 IT. ¢ IMarHO30M «SI3BEHHBIN KOJHUT» U «0osie3Hb Kpona» (n=52). B atoii
IPYIINEe TMAlMeHTOB OBUIM IPOBEACHBI JIOMOJHUTEIbHBIE METOJbI OOCIeTOBAHMS IS
OmpeAeIeHNs KIMHUKO-TMarHOCTUUECKOM 1IEHHOCTH HOBBIX CEPOJIOTUUECKHUX MAPKEPOB.

[Tanuents! o0enx rpynn (n=118) Bouuix B IpOCHEKTUBHYIO YacTh UCCIIEI0BAHNUS;
CyMMapHO TMpOaHaJU3UPOBAHO OoOJiee CEMUCOT HucTOopuu Oonesneil. [lpoBoamnoch
TUHAMUYECKOE HAOI0IeHNe: TIPOaHaATN3UPOBAHBI TEUCHUE 3a00ICBaHUS U TTOTydaeMast
Tepanus B 3aBUCUMOCTH OT 3HAYEHHUI CepoIOTHIeCKuX MapkepoB B Aebrote B3K.

JleTasibHass XapaKTEpUCTUKA JW3ailHA HUCCIICAOBAHMS IPEJCTABICHA HA PUCYHKE

2.1.1.

OrleHKa KTHHHYECKOH KapTHHSEI: JKaTo0bl,
aHaMHe3 3a00MeBaHN, HCTOPHH Pa3sBHTHSL
3abo/eBaHns], OOBeKTHBHBII ocMoTp, n=118
OlleHKa KITHHIYECKHX HHJIEKCOB aKTHBHOCTI
(PUCAL PCDAI), n=118

PerpocnexTaBHAA 9acTh: JIeTH, rocnuTanusupoBannsie B JIPKb ¢
<« | ne6rotom B3K ¢ momnst 2018 o centabps 2023 1t ¢ B3K, n=66 (45 ¢
# AKu 2l c BK)

OleHKa TabopaTopHBIX MoKasateneil, n = 118: |«
IIpocnexraBHAasA 1acTh, n = 118

OAK, n=118 |. “ Me nepnona nabmonenns 4,5 roja
Onpenenernie ANCA, ASCA-IgA/IgG B muHamuke, n=45
Buoxumideckuit aHaIH3 KpoBH: 00Nl Genok, IToBTOpHAas HIEOKOIOHOCKOIHSL, N=22
IVII0KO34, aIb0yMHH, MOYEeBHHA, KpeaTHHHH, MOHHTOPHHI Ha3HAYEHHOI Tepalii H HOTPeOHOCTH B
Ormmpy6uns obmmil/npsamoit, AJIT, ACT, CPb; [ XHPYpPrHIecKOM BMellaTeIbcTBe
n=118 | T T
Koarynorpamma: AYTB, MHO, ITTH, JleTH, rocIHTAIH3HPOBAHHEBIE B
« Hetn u3
¢ubpunoreH, n=118 JPKB ¢ ne6totom B3K ¢ okTa6ps 5
. _ peTpocIeKTHBHOIT YacTn
‘ Hwnyrorpamma: IgG, IgA, Ig M, C3, C4 <« 2023 no susapb 2026 1., n=52 (34 ¢ HCCITe TOBAETI, N=66
= SIK u 18 ¢ BK) ?
| DeKallbHBII KaJIBIIPOTEKTHH, =118 “
ANCA, ASCA IgA, IgG, n=118 b .
DsodaroracTponyoeHocKomus; n=118. ., anti-GP2, GAB, anti-MAA-IgG
Hneoxononockonus ¢ duorcHeii obpasnos u anti-avp6-1gG, n=52
CIH3HCTOH 00OIOUKH KHIIIeIHHKa; n=118.

Pucynok 2.1.1 —/Iu3zaitn ucciienoBaHus
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Kpurepun BKIIOYEHHS B HCCIEAOBAaHWE: HAJIWUYWE BEPUPHUIIMPOBAHHOTO B

COOTBETCTBUM ¢ DefepaibHBIMU KIMHUYECKUMHU pekoMeHaauusmMu [2, 19] nuarnosza

B3K; Bo3pact no 18-u net; uzpectanie 3nadeHuss ANCA, ASCA Ig A u Ig G B neGrote

3a00eBaHus; HaTMINEe MHHOPMHPOBAHHOTO COTJIACHS TMMAIIMEHTA W/WIIA €0 3aKOHHOTO
MPEJICTABUTEIISL.

Kputrepun HEBKIIOUCHHS: OCTpble HH(PEKIIMOHHBIC 3a00JeBaHUS, TsDKeas

COIIYTCTBYIOIIAA I1aTOJIOTHA.

2.2. O0mas XapakTepuCTUKA NANNECHTOB
B wuccnenmoanue Obumn BKIOUeHbl 118 geTeit ¢ yCTaHOBJICHHBIMU B
COOTBETCTBUM ¢ DeqepanbHbIMU KIMHUYECKUMH pEKOMeHaausaMu [2, 19] auarnozamu
«SI3BEHHBIA KOJIUT» U «0one3nb Kponay. dopmyna myisg pacdyera HEOOXOIUMOTO
pa3mepa Be1oopkH (1):
n=t2x(I x q) / A2 (1)
7€ N — KICKOMAsl YUCIIEHHOCTh BBIOOPKHU;
t — KpUTepuii TOCTOBEPHOCTH (Uarie Bcero paseH 1,96 = 2);
I — mpeamonaraemas gactora coObITHi (35,0%),
q= (R 1), rae R — ucnonwzyemas pazmepnocts nokazarens [ (100-30).
Pacnpoctpanennocte  ANCA u ASCA y nereiir ¢ B3K B cpemHem B
COBOKYIHOCTH cocTaBisieT 35%, Takum o0Opa3oM, MUHHUMAJIbHBIA OOBEM BBIOOPKH
coctaBui |18 yenmoBek COrinacHoO CIEIYIONIMM pacueTaM:
A — BbIOpaHHasi TpeNeNbHO JOMyCTUMasi omuOKa mokasarens | (MakcHMalbHO

A0ITyCTUMasA ommnOKa cocTaBisieT He Oojiee 25% OT BEJIMYUHBI ITOKA3aTEs I)
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25% ot 30, T.e. A = (25%35) / 100 = 8,75.
n =22x(35%(100-35) / 8,75* =118

VYuuTeiBas, 4TO PACHPOCTPAHEHHOCTh H3YYaE€MbIX CEPOJOTHUYECKUX MapKEpPOB
B3K noctoBepHO HE yCTaHOBIIEHA, pacyeT BHIOOPKU ISl MOMEPEYHOTO MCCIEAOBAHUS
MPOBOJIMJICS. C TIOMOIIBIO OHJAlH-KajabKynsaTopa tmiatGopmer Questionstar 2.1 u
MUHHAMAJIbHBI 00BEM HCCIIeIyeMoil BBEIOOpKH cocTaBwi 45 paereit. Jlomyctumas
MOrPEIIHOCTh cocTaBwia 5%, ypoBeHb HaaexkHOCTH 95%, nmons mnpu3Haka B
reHepaIbHON COBOKYITHOCTH B cpeHeM 3,5%.

Takum o00pazom, o0beM BBIOOPKH, CcOCTaBistONMN 118 mMalKMeHToB, MOXET
CUMTATBhCS JOCTATOYHBIM JJIA TMOJICYETa CTATUCTUYECKHM 3HAYMMBIX Pa3IMYUil TpU
CpaBHEHUU MTOKa3aTeleH.

KoutponbHas rpynma BkiIoudana B cebs 21 yclIOBHO-3M0pOBOTO peOeHKa,
COMOCTAaBUMBIX MO TIOJIy ¥ Bo3pacty. He Obu10 0OHAPYKEHO CTATUCTUYECKH 3HAUMMBIX
pazu4uii B CTPYKTYypE COIYTCTBYIOIIEH TIaTOJIOTHU CpPEAu TAIMEHTOB U JieTed
KOHTPOJILHOM TPYTIIBI.

Pacnipenenenre mo mojly He paziuMyalioch B 3aBUCUMOCTH OT HO30JIOTMUYECKOM
dopmel. CpemHmiA BO3pacT HA MOMEHT HCCJICIOBAaHHMS OBLUT COIMOCTAaBUM BO BCEX
uccinenyembix Trpynmnax. KoHTponbHas rpymnma Oblla COMOCTaBUMAa € TpyHIaMu
MaIKMeHTOB 10 MOJIy ¥ Bo3pacty (Tabnuia 2.2).

Onenka knuHudyeckod aktuBHOcTH SIK m BK mpoBoaunace B COOTBETCTBUM C
neauatpuueckumu uHaekcamu aktuBHocTu SIK — PUCALI (Pediatric Ulcerative Colitis

Activity Index [92] u BK — PCDAI (Pediatric Crohn’s Disease Activity Index) [91]. Bce
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nanmueHTbl HAa MOMCHT HMCCIICOOBAHMA HAaXOJUIIHMCh B I[G6IOT€ 3a007€BaHUs U HE
moJydaljin IaTOrCHETUYCCKOC JICHCHUC.

Tabnuna 2.2 — Bo3pacTHas 1 11oJioBasi CTpYKTypa MMalueHTOB, BKIIOYEHHBIX B

HCCIICIOBAHUE
[Ton Bospact Ha MOMEHT
['pynma manueHToB e e l0pa P
My»xckon Kenckuii
n % n % Me [IQR]
AK,n=79 41 | 51,9 | 38 48,1 14111; 16] >0,05
bK , n =39 22 | 564 | 17 43,6 15113; 17] >0,05
Kontposb, n=21 11 | 52,4 10 47,6 15[13; 16] >0,05

Y OonpmmHcTBa manueHTOB ¢ SIK  oTMeudanuch NAHKOJMT W YMEpPEHHas
KJIIMHUYECKasi akTUBHOCTH 3a00s1eBaHus (Tadnuma 2.3).

Tabmuma 2.3 — XapakTepucTHKa MaIMEHTOB C SI3BEHHBIM KOJUTOM

Kpurepunii I'papganun n %

Knunnudeckas akTHBHOCTD MunuMasbHas 27 34,2
YmMepeHnHas 46 58,2
Bricokas 6 7,6

Jlokanuzanus E2 — neBoCTOpOHHUI KOJIUT 26 32,9
E4 — ToTanbHbIN KOIUT 53 67,1

Hawnbonee wuacroii ¢opmoii mopaxkenus npu bK sBmsamace BocmanmTenbHas.
Nneoxomutr ObUT camol pacmpocTpaHeHHON sokanmm3anuedn bK, mnepuanambHbIC
MIPOSIBIICHUS BCTpedanuch y 16 (41%) nmarmenToB (Tadmuma 2.4).

Tabnuna 2.4 — XapaktepucTrka naueHToB ¢ 0oie3nbio Kpona

Kpurepunii ['papganun N %

Knnangeckasg akTHBHOCTD JIeTKas/CpeaHeTsHKeast 10 25,6

TsKenas 29 74,4




a7

[Tponmomkenne Tadnuip 2.4

Kpurepuii ['panmarum N %
Jlokanu3anus L1 — TepMuHaIbHBINA UIEUT 11 28,2
L3 — nienT u KoJauT 28 71,8
IleprananbHble NPOSABICHUS 16 41
dopma B1 - BocmanurensHas 26 66,7
B2 - ctpuktypupyromas 8 20,5
B3 - nenerpupyromas 5 12,8

Takum oOpa3oM, Bce JETH HAXOAWIUCh B KIMHUYECKH aKTHUBHOM CTajuu
3aboneBanus. Menuana PUCAI y neteit ¢ SIK cocraBumna 40 6amtoB [30 — 45]; Mmenuana
PCDALI y nereii ¢ BK cocraBmia 35 6amos [29 — 45].

2.3 MeToabl ucCJIeI0BAHUS

CornacHo ®enepaibHbIM KIMHUYECKUM PEKOMEHAAIUSM 10 BEICHUIO MMAIUEHTOB
¢ JdK m BK 1uarHo3 ycTaHaBiIMBaeTcsi Ha OCHOBAaHWU KIMHUKO-aHAMHECTUYECKHUX
JAHHBIX, = OOBEKTUBHOTO  OCMOTpa,  pe3yJbTaTOB  OICHKKM  JJAOOpPATOPHBIX,
MHCTPYMEHTAJIBHBIX U MOP(OJIOrMYEeCKUX METOJIOB HccienoBanus [2, 19].

JIns  OLEHKM KIMHUYECKOW aKkTUBHOCTM mnpu BK Obul  Hcnonb30BaH
[TequaTpuaeckuit mHaeke aktuBHOCTH Ooyesan Kpoma PCDAI (Pediatric Crohn’s
Disease Activity Index), rme <10 6a/toB COOTBETCTBYET peMuccHH 3abosieBanus, 11-30
OaymoB — Jierkod wnm cpeaHeTsbkenon gopme, 30-100 - Tsmremoint dopme. s SAK
rucnosib3oBaH lleamaTtpuuecknii WHAEKC aKTUBHOCTHM a3BeHHOro komura PUCAI

(Pediatric Ulcerative Colitis Activity Index), rae <10 6am10B COOTBETCTBYET PEMHUCCHUH,
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10-34 - MUHMMaJIbHOWM aKTUBHOCTH (Jierkasi aTaka), 35-64 - yMepeHHOW aKTUBHOCTHU
(cpenneTsikenas ataka), > 65 - BRICOKOM aKTUBHOCTH (TsDKeEJas aTaka).

JlaGopaTopHble TTOKa3aTely BKIYaIH: o0uekInHndeckuii ananus kposu (OAK),
OMOXMMHUYCCKHM aHaau3 KpoBU (OOIMI O€JoK, TIF0KO3a, aJbOyMHH, XOJICCTCPHH,
MOYEBHUHA, KpEaTHMHWH, OwinpyouH oomuii/nmpsamoi, C-peaktuBHbiii Oenok (CPBb),
alaHMHaAMUHOTpaHcpepasa (AJIT), acnapraramuHoOTpaHcepasa (ACT)),
koarynorpammy (AUTB, MHO, I1TH, pubpunoren), ummynorpammy (IgG, IgM, IgA),
0aKTEepPHOJIOTUYECKOE M MHUKPOOMOJIOTMYECKOE HCCIEAOBaHUE Kajla Ha a’poOHbIe U
(bakyIbTaTUBHO-aHAIPOOHBIE MHUKPOOPTaHU3MBbI (KJIMHUKO-IHarHOCTUYECKas
nabopatopus 'AY3 «/IPKb M3 PT» (3aBenyromuii otaenenneM — K.M.H. COJIOHEHKO
A.IL.)). Onpenenenne ANCA, ASCA u ®K npoBoaunocs Ha 0aze nmadopaTtopun MII
«Anbomut» (r. Kazanp) w™erogom wummyHodepmentHoro anammza (MDA).
NHcTpyMeHTalIbHBIE  METOJBl  MCCIIEIOBAHUS  BKJIIOYAIHM:  HWIJICOKOJIOHOCKOIHIO,
730(haroracTpo1yoICHOCKOINIO, CTYNEHYATyI0 OHMOICHUIO CIM3UCTON OOOJIOYKH BCEX
JIOCTYIIHBIX OTJEJIOB, YJbTpa3BykoBoe wuccienoBanue (Y3M) opranoB OpromiHoin
MOJIOCTHU M TeNaTOOMINAPHON CUCTEMBI.

Y 4YacTM MAaNMEeHTOB, BOMICANIMX B MPOCICKTUBHYIO YacTh HCCICIOBAHMS,
MPOBOJIMINCH  JIOMOJIHUTEILHBIE  JTAOOpAaTOPHBIE  HCCIEAOBAaHUS,  BKIIOYAIOIINC
onpenenenue TuTpoB anti-GP2, GAB, anti-MAA-IgG, anti-avB6-IgG B chiBOpoTKe
kpoBH B lleHTpasibHOM Hay4HO-UcclenoBarelbckol Jadoparopun ®I'BOY Kazanckuii
I'MY MunzapaBa Poccun. 3abop Omomatepmana (BEHO3HOH KpPOBH) Y TMAIMCHTOB
MIPOBOJIMJICS. HATOIIAK B BaKyYMHBIE TIPOOUPKHU C pa3eauTeNbHBIM TesieM. CoOpaHHBIN

oOpa3serr BeHO3HOH KpoBH IeHTpudyruposaics nmpu 3000 o6/MuH B TeueHue 15 MUHYT.
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Oo6paszner xpanwmuck npu -20°C (3 mecsama) wm -80°C (6 MecsneB). AHanmm3

cobpanHoro OuoMarepuana mpoBoauiics MeTogoM KoHKypeHTHoro MDA ELISA Kit

(BlueGene Biotech CO., LTD., Illanxaii, KuTaii) B COOTBETCTBHH C IMPOTOKOJIOM

MIPOM3BOIUTEIIS:

1. Ompenensanuch JyHKH JUIsi Pa3BEICHHBIX CTaHAAPTOB, sl OjaHka (HYJIEBOU
YPOBEHb - KOHTPOJIbHAS JIyHKa) U JiJIsi 00pasuoB. [IpuroraBnuBanuchk 7 JTyHOK s
ctanaaptoB U 1 nms 6ianka. Jlo6asisuiock mo 100 MKJI pa3BeIeHHOTO CTaHAAPTHOTO
pacTBopa, 00pa3IoB U OJaHK B COOTBETCTBYIOIIUE JIYHKH.

2. JHoOasisock mo 50 MK KOHBIOraTa B KaXKIylH JYHKY (KpOMe KOHTPOJBHON),
XOpOIIO TepeMenmBaioch. [[0ArOTOBICHHBIC TYHKHA 3aKPBIBATHCH TUIEHKOW IS
IJIaHIIIETa U MHKYOHpOBaIMCh B TeueHue 1 gaca mpu temneparype 37°C.

3. MukpoIuiadiier MNpOMBIBAICS PYYHBIM CIOCOOOM: yJaisuiach WHKyOallmOHHAas
CMECh IyTEM aclUpaIiy COACP>KUMOIO JTYHKH B COOTBETCTBYIOIINN KOHTEHHED ISt
0oTX0/10B. [10JIHOCTHIO 3amoNHsIACh KaxAas JyHKa MPOMBIBOYHBIM PAacTBOPOM, a
3aTeM MPOMBIBAJIACH C YTHJIM3AIMEH B COOTBETCTBYIONIUN KOHTEHHED /I OTXOJIOB.
[IpombiBaHKME MPOBOAWIOCH MATH pa3. [locie MbIThS MepeBepHUTE IUIAHILIET U
OCYLIUTE.

4. IlocnemoBarensHo ao6aBisMch o 50 Mk cyoctpata A u 50 Mki cyoctpara B B
KOKIYI0 JYHKY, BKJIIOYasi KOHTPOJIbHYIO. [lnaHImer HakpbIBaJics KpBIIIKOH U
unkyoupoaiica 15-20 munyt nipu 37°C. (M30eraTh monagaaHusi COJIHEYHOTO cBeTa!)
(pucyHok 2.1).

5. JHobaBnsiiock mo 50 MKJI CTOI-pacTBOpa B KaXKAYIO JIYHKY, BKIIFOUasi KOHTPOJIbHYIO.
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6. Ontuueckas mwiotHOCTh (OIl) onpenensnack HememsieHHO TTpu 450 HM ¢ TOMOIIBIO
MUKPOIUTAHIIIETHOTO PHUAEpa.

[Ipu ounenke ANCA, ASCA IgA u IgG B KaueCTBEHHOW WX HWHTEPIPETALHUU
ypoBenb ANCA paclieHHBaJICS KaK MOJIOKUTEIbHBIN IPU 3HaYeHUU =1 eq/MJ1, ypOBEHb
ASCA IgA u IgG pacueHuBaiics Kak MOJIOKUTEIBHBIN MPU 3HaUYeHUU =20 e1/MIL.

Jnsg  omeHkn 3HAOCKOMMYECKOM akTuBHOCTH nipu K  wmcnonb3oBancs
OHJIOCKONMYECKUM HHACKC akTuBHOCTH s3BeHHoro koymta (Ulcerative Colitis
Endoscopic Index of Severity (UCEIS)); B cmywae BK wucmonb3oBamace mpocras
sHAOCKomrUeckas mkana mis 6one3nn Kpona (Simple Endoscopic Score for Crohn’s
Disease (SES-CD)): pemuccus — 0-1 6ammoB, MUHUMalIbHAsE aKTUBHOCTh — 2-4 Oayia,
yMepeHHasi akTUBHOCTb — 5-6 0aioB, 7-8 0aioB — BbICOKAsi aKTUBHOCTH [91, 92].

['ucronornyeckas akTUBHOCTH OLIEHHMBAJIaCh corjlacHo uHiaekcam Nancy mpu AK
(rucronorumveckas pemuccus = 0 6amwioB; ructosornueckuii orBer < 1 6amna) u bK u
unnekcy Geboes npu SAK (rucronorumdeckas pemuccusi < 2 0ajuioB, THCTOJIOTHYECKas

aKTUBHOCTH > 3 O6asuioB) [91, 92].

2.4 MeToabl CTATUCTHYECKOH 00pad0OTKHU JaHHBIX
CraTUCTHMUYECKUN aHAJIU3 MPOBOJIMIICS C MOMOIIBI0 MPOTPAaMMHOI0 O0OeCHeUeHuUs
StatTech 4.5.0 (Poccust). KonnuecTBeHHbIE MOKa3aTeNU OLEHUBAINCHh HA COOTBETCTBUE
HOpMaJbHOMY paclpeneiaeHuo ¢ nomombto kputepus [llanupo-Yunka (mpu udmcie
uccnenyembix MeHee 50) wunmm  kpurepuss Konmoropoa-CmupHoBa (Ipu  4ucie

ucciaeayeMbix Oosee 50). B ciywae OTCYTCTBUSI HOPMaJBHOTO pacHpeneieHus
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KOJIMYECTBCHHBIC  JIAHHBIC ONHUCHIBAIUCH ¢ IOMOIIbI0 Memuanel (Me) w
MeKKBapTuiibHOro uHTepBaia (Ql — Q3).

KareropuanbHble TaHHBIE OMUCHIBAIUCH C YKa3aHUEM aO0COIIOTHBIX 3HAYCHUU W
MPOIEHTHBIX Jojield. 95% JoBepUTENbHBIC MHTEPBAJbl JIJI IMPOIEHTHBIX JOJICH
paccuuThiBaiuch 1Mo Metony  Kiommepa-Ilupcona. CpaBHeHHe  Tpymm 110
KOJINYECTBEHHOMY  IIOKa3aTellto,  PacHpeielieHUe  KOTOPOTO  COOTBETCTBOBAJIO
HOPMaJIbHOMY, BBITOJHSJIOCH C MOMOIIBI0 t-KpuTepus CthiojieHTa. CpaBHEHHE TPYIIIT
[0 KOJIMYECTBEHHOMY IIOKa3aTelll0, pPacHpeAciCcHUe KOTOPOTrO OTIHWYaIoCh OT
HOPMAaJIbHOTO, BBITMIOJHIIOCH C ToMoIslo U-kputepuss ManHa-YutHu u Kpackena-
Yommca. CpaBHeHHE TPOIEHTHBIX JOJEH MpH aHaIW3€ YETHIPEXIOIbHBIX TaOJIHII
CONPSKEHHOCTH BBINIOJIHAIOCH C TIOMOINBIO KpuTepus Xu-kBaapat Ilupcona. Jlns
OIICHKM CBSI3M JBYX IIPU3HAKOB HCIIOJIB30BAIIM  HEMApaMETPUUECCKUNA  METOJ
KoppensimonHoro  aHanu3za  Crnmpmena. [l OIEHKH — JTUCKPUMHHAIIMOHHOM

CITOCOOHOCTH KOJIMYECTBECHHBIX IIPU3HAKOB IIpU IIPOTHO3HUPOBAHHUHN OIIPCACICHHOI'O

ucxona mnpumMmeHsuics wmeron aHamm3a ROC-kpuBBIX (4yBCTBHUTEIBHOCTH — Se,
crienu(pUIHOCT, — Sp, TOJIOKUTENbHAsI TMPOTHOCTHYECKas IleHHOCTh — PPV,
oTpuIlaTebHAs TPOTHOCTHYEcKas IleHHocTb — NPV). Pasnensromniee 3HaueHwue

KOJIMYECTBEHHOTO MpH3HaKa B TOUKe cut-off ompeaensioch 1Mo HauBbICIIEMY 3HAYCHUTO
nnaekca lOnena. [Iporamoctuyeckue Mojieau ObUTH ITOCTPOCHBI C IPUMEHEHUEM METO1a
OMHAPHOM JIOTUCTUYECKON PETPECCHH.

Paznuums cuntanuce craTucTUYecKu 3HaunMbIMu ripu p < 0,05.
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I'JIABA 3 KJIMHUKO - JABOPATOPHAS XAPAKTEPUCTHUKA JETEHN C

BOCHTAJIMTEJBHBIMU 3ABOJIEBAHUAMHU KUIITEYHUKA

B uccnenoBanne Obumm BiIoueHb! 118 mammenToB (n=79 ¢ SIK, n=39 ¢ BK).

[IpoBenena oleHKa KIMHUKO-aHAMHECTUYECKUX M JaOOPaTOPHBIX XapaKTEPUCTHK, a

TaKXke pe3yJbTaTOB HHCTpyMeHTalbHOro obcnenoBanus nereid ¢ B3K. IlarueHTsr

o0Oenx Tpynn OBUTH COITOCTaBUMEI TI0 BO3pAcTy M mojy (Tadmmima 3.1).

Tabnuna 3.1 — Bo3pactHas u rennepHas xapakrepuctuka aeteit ¢ B3K B ne6rore

SI3BeHHBIN KOJIUT, n=79

bonesns Kpona, n=39

Bo3spacr n % n % p
Ala: 0-<10 ner:

paHHU 1e010T 27 342 4 10,3 0,243
2-6 et 7 26 0 0 -
6-10 et 20 74 4 100 0,743
Alb: 10-<17 ner 52 65,8 35 89,7 0,421
[Ton

Kenckuit 38 48,1 17 43,6 0,644
My>xckou 41 51,9 22 56,4 0,582

Cpennuii Bo3pact uccieayeMbix coctaBud 15 [12,5; 17] net: SK 14 [9,5; 16] ner,

BK 15 ner [12,5; 17]; munumanbsHblii Bo3pacT — 2 rojaa. B BO3pacTHOW CTPYKType

MalMeHToB TpeBaaupoBainu Aetu crapuie 10 ner: xak B rpynne SK, tak u BK (p <

0,001). IlpumeuarensHo, uro B rpynne bK neru ¢ pannum gebrotom (mo 10 ner)

coctaBuiu Bcero 10,3% - 4 yenoBeka. MennaHa ¢ MOMEHTa TEPBBIX KIMHUYECKUX

MPOSIBJIICHUM JI0 TIOCTAaHOBKHU JMarHo3a cocraBuia 4 [2 — 6] mecsina ayist SAIK u 3 [2 — 6]

mecsna g bK.
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B tabnuue 3.2 mpeacrtaBiieHa moApoOHAasi XapaKTepUCTHKA kKajno0 MallUeHTOB B
nebrote 3a00JIeBaHNUA.
Tabnuua 3.2 — XKanoobsl u knmuHuyeckue npossienus B3K y nereit Ha MOMeHT

neorora

K, n=79 bK, n=39 SK-BK
abc. | % | abe. | % P

2Kano0b!I M KIIMHUYECKUE IIPOABJICHUA

boJau B xuBore:

OcTpble, CHACTUYECKOr0 XapakTepa 35 443 13 33,3 0,108
Tymble, HOIOIIETO XapakTepa 44 55,7 | 26 66,7 0,254
OtcyTcTBHE 607U 6 7,6 11 28,2 0,287
YmMepenHast 60116 (60JBI0 MOKHO 40 506 | 16 41 0.392
npeHeOpeyn)

CunbHas 00JIb 33 41,8 12 30,8 0,366

Jloxkaau3zamus 00Jieid B JKUBOTE

bousb B anuractpuun 11 13,9 7 17,9 0,436
Boxab B 1€BOM 1TOAB3A0IIHOI 00J1aCTH 35 44,3 7 17,9 0,016
bosb B runoractpumn 15 19 7 17,9 0,657
bosb B Me3oractpun 18 22,8 9 23,1 0,798
bosb B mpaBoii moB3101THOM 00J1acTH 0 0 9 23,1 -

XapaKkTepUCTUKH CTyJIa:
OdopmiieHHBIN CTYJ 6€3 AaTOJIOTMYECKUX

1 1,3 18 46,2 | <0,001

IpuMecen

Huapes 30 38 4 10,3 0,129
Jnapes ¢ mpuMech0 KpOBU 24 304 | 10 25,6 0,721
OdopmIiIeHHBIN CTYJ C MPUMECHIO KPOBU 23 29,1 5 12,8 0,253
3anopsl 1 1,3 2 5,1 0,650
JApyrue nposiBjieHus:

CHmXeHHe Macchl Tejaa 30 30,8 19 48,7 0,546
Tene3mbl 12 15,1 2 5,1 0,285
Hounsle nedexaryu 11 13,9 1 2,6 0,219
JInxopanka 6 7,6 4 10,3 0,673
I'HoeTeueHue u3 cBUIIA 0 0 3 7,7 -

AHanmu3 maHHBIX TAOmMIBl 3.2 JIEMOHCTPHUPYET pa3IHuds KIMHUYCCKUX
nposisinenud 'y gerer ¢ AK u BK. Ilammentsr ¢ K 3HauMMo uamie npenbsBisuid

’KaJI00bI HA OOJIM B JIEBOM IOAB3HOIIHOW oOmactu. Y nered ¢ BK wame ormeuasncs
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o(OpMIICHHBIM CTyJ 0€3 TaTOJOTHMYECKHX NpHMEcei, Mpu 3TOM OOJIM B MpaBOi
MO/IB3/IONITHON 00JaCTH PErHCTPUPOBAIKNCH HCKIIOYUTEIBHO B JaHHOW Tpymnme. [lo
OCTaJbHBIM KJIMHUYECKHM XAPAKTCPUCTUKAM CTATUCTUYECKU 3HAYMMBIX Pa3Indui
BBISIBJICHO HE OBLIO, YTO MOJAYEPKUBAET HEOOXOAUMOCTh MPUMEHEHHUS TOTOTHUTEIbHBIX
JTUATHOCTUYECKUX KpUTepueB g AuddepeHnaibHO  TUArHOCTUKH  JaHHBIX
HO30JIOTHH.

Anamu3 comyrtcrByromeid mnaronoruu y aered ¢ K u BK He BbisBUI
CTATUCTUYECKU 3HAUYMMBIX paznnyuil (Tadmuma 3.3).

Tabmuma 3.3 — ComyrcrBytomas maroiorus y nerei ¢ B3K

ComyTcTByIOIIAs ITATOIOTHUS AR, 0=79 bK, n=39 p Bk
aoc. % a0c. %

Her 21 26,6 11 28,2 0,675

ITatonorus XXKT 43 54,4 23 59 0,734

[1aTOI0THsI KOCTHO-CYCTABHOM CUCTEMBI 6 7,6 0 0 -

I'emaTonoruueckas naTojorus | 1,3 1 2,6 0,643

Hedponoruyeckas/yponoruueckas 0 0 1 2.6 i

MIaTOJIOTUS

DHJIOKPUHOJIOTUYECKAsI MATOJIOT U 2 2,5 1 2,6 0,782

Coueranue nmaronoruu XKKT u 4 51 0 0 )

SHJIOKPUHOJIOTHYECKON CUCTEMBI ’

Coueranue HaTOJIVOl“I/II/I XKKT u ) 2.5 ) 5.1 0.671

HE(DPOIOTHICCKOU CHCTEMBI

Hpyras martonorus KKT Bkitoyana: XpoOHUYECKHE TaCTPHUTHI/TaCTPOyOCHHUTHI,
pedurokc-330parutel, TUCHYHKIUU OWIMAPHOTO TpakTa, (YyHKIMOHAIbHBIC 3arophl,
LEIUaKusd, CpeAd NaTOJOTHUH KOCTHO-CYCTaBHOM CHCTEMBI: IUTIOCKO-BaJbl'yCHas
YCTAaHOBKA CTOI, HAapyLIEHUE OCAaHKH, OCTEOMHENUT OenpeHHol koctu (1 pedeHoK);
Cpey reMaToJIOTMYECKON MAaTOJIOTuU: TEMOPPAruueCcKuil BaCKYJIHT, JIEHKOIEHUS; CpeIn

SHJIOKPUHOJIOTUYECKON MaTOJIOrMU: caxapHbli guaber | Tuma, 3aiepikka IOJIOBOTO
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CO3PEBAHUS/TIPEKICBPEMEHHOE MOJIOBOE CO3pPEBAHME; cpenu
He(POJOTUIECKON/YPOIOTHUECKONH TAaTOJOTHH: THUIIOCTAaus, JAHCMETaboIudecKas
HedponaTusl.
Brexkuieynpie nposiBICHUSI BCTPEUAIUCHh MPAKTUYECKU C OJMHAKOBOM 4acTOTOM
B 00eux rpymmax (tadauna 3.4).

Tabnuna 3.4 — Baekumeunsie nposisneHus y aere ¢ B3K

IToxazaTenu AK, n=79 BK, n=39 e
aoc. % aoc. %

Bce BHekuHIIIEUHBIC 14 17,7 11 28.2 0,233

MIPOSIBJICHUS

AyTOUMYHHBIN

renaTyUT/TIEPBUIHBIN 10 71,4 1 9,2 0,049

CKJICPO3UPYIOIINI XOJIAHTUT

Cromatut 0 0 3 27,2 -

[Topaxkenue Koxu u 0 0 3 272 i

Mopak€HUE CyCTAaBOB

[TopaxeHue cycTaBoB 2 14,3 4 36,4 0,076

[lopaxeHue reyenu u ) 143 0 0 )

Mopak€HUE CyCTaBOB

[TopaxeHue mniedyeHM B BHJIE AayTOUMYHHOTO TE€MaTUTa U IEPBUYHOTO
CKJICpPO3HPYIOIIETO XOJAHTUTa OXHUAAEMO dYaile BcTpedasiock B rpynne K, dyto
0OyCJIOBJIGHO TECHOM MaTOreHeTHYecKor CBs3pl0 Mexay AK u comyTcTByronmm
nopaxeHueM mnedyeHu. CTOMATUT, COYETAaHHOE TMOPAXKEHHUE KOXU U CyCTaBOB
Ha0MogaIMCh TOJIBKO y nanueHToB ¢ bK, a coueraHHOe mopa’keHue MeUeHu U CyCTaBOB

-y nereit ¢ SAK.
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BbuM MpoaHaIM3WPOBAHBI AHTPOIIOMETPHUCCKHE XapPaKTCPUCTUKU IallUCHTOB
(Tabmwmma 3.5).

Tabnuna 3.5 — AaTponomeTpuueckue xapakrepuctuku aereit ¢ B3K

YpoBeHb _ _
SK, n=79 BbK, n=39
ITokazarenn ¢dusruecKoro " ! p Kbk
pa3BUTHUS a0c. % a0c. %
Z-SCOore pocT K | 3a/epiKKa pocTta 9 11,4 11 28,2 0.033
BO3paCTy Hopma 70 | 88,6 | 28 | 718 ’

UM« | TPenan BOH 3 38 | 5 | 128 0,673
z S;g;e o “I'Vmepennas BOH| 6 76 | 8 |205 0,293
pacty Jerkas BOH 20 [253] 6 | 154 0,035
Hopwma 29 36,7 19 48,7 0,476

Coxkpamenue: BOH — 6enkoBo-3HEepreTHUecKas HEJOCTATOYHOCTh
Hetu ¢ BK uame nmenu 3anepxky pocra. Jlerkas crenens bOH wame BcTpeuanach
y nereit ¢ AK mno cpaBHenuto ¢ BK. Paznuuusi B ypoBHE (Pu3NUECKOro pa3BUTHS
MOIYEPKUBAIOT BAXKHOCTH OLICHKH HYTPUTUBHOIO cTaTyca y aeteil B 1edrote B3K.
He Opimo o0OHapYyXEHO CTaTUCTHYECKHM 3HAYUMBIX PAa3IMYAA  OTKIOHCHHM
MokKazareiied KJIMHUYECKOrO0 aHajiu3a KpPOBM Yy JeTed JByX Trpynnm B Je0rore
3a0oaeBaHus (Tabnwmma 3.6).

Tabnuua 3.6 — CTpyKkTypa nokazaTtenel KIMHAYECKOro aHalin3a KPOBH JETeH ¢

ne6rotom B3K
. SK, n=79 BK, n=39 SK.EK
Kpurepuii I'paganun 16c. o, 6c. o, p

IToBrIlIEHHUE 46 58,2 30 76,9 0,126

COD CHmxeHue 1 1,3 0 0 -
Hopma 32 40,5 9 23,1 0,392
IToBrIlIEHHE 25 31,6 14 35,9 0,617
JICHKOIMTHI CHmxeHue 5 6,3 4 10,3 0,563
Hopwma 49 62 21 53,8 0,724
IToBrIlIEHNE 34 43 24 61,5 0,065

TpomOoOIHTHI CHuxeHue 6 7,6 0 0 -
Hopma 39 49.4 15 38,5 0,491
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[Tponomxkenue Tabnuibl 3.6

. JK, n=79 bK, n=39 KK
Kputepuii I'pamaruun e, o Gc. o p
[loBrIlIEHUE 11 13,9 3 7,7 0,359
I'emornoOun CHmxeHue 35 443 17 43,6 0,565
Hopma 33 41,8 19 48,7 0,692
[loBrIlIEHUE 3 3.8 1 2,6 0,471
DPUTPOLIUTHI CHmxeHue 17 21,5 5 12,8 0,612
Hopwma 59 74,7 33 84,6 0,398
[1oBrIlIEHUE 20 25,3 7 18 0,682
JlumdoruTe CHmxeHue 8 10,1 11 28,2 0,371
Hopwma 51 64,6 21 53,8 0,384
IToBrIilIeHHE 36 45,6 12 30,8 0,271
MOHOUMTHI CHmxeHue 2 2,5 3 7,7 0,342
Hopma 41 51,9 24 61,5 0,481
[ToBbimeHNE 25 31,7 7 18 0,341
Hetitpodubt CHmxeHue 7 8,7 11 28,2 0,279
Hopwma 47 59,6 21 53,8 0,672

W3 Tabmuriel 3.6 BUIHO, YTO CHMKEHUE TEMOTJIO0MHA HAOMIOAAIOCH TPAKTHYECKH
y monoBuHbl nered ¢ SAK (44,3%) m BK (43,6%); y OonpImmMHCTBA JAETe B 00eWX
IpyIIax perucTpupoBanocs noseimenue COI.
AHanu3 nokaszarenei OMOXUMHUYECKOT0 aHaIM3a KPOBHU BBISIBUI, UTO Y MAIIUEHTOB
¢ bK game o6napy:xuBanu nossiiienne CPb u camkenne anpoymuna (tadmaumna 3.7).
[loBbimienne CPD CBA3aHO C BBIPA)KEHHOCTBIO M AKTUBHOCTBIO BOCHIAIMUTEINBHOTO
mporecca, a TUMOoATbOYMHUHEMHUS - C CHHAPOMOM MajahabcopOIMu U BBICOKOM
aKTUBHOCTHIO y manneHToB ¢ bK. Cunapom nuronusa yaiie BeTpedancs y aereu ¢ AK,
YTO CBSI3aHO C OOJBITICH YaCTOTOM MOpaXKEHHUS MTEUSHHN, KaK BHEKHUIIICYHOTO TIPOSIBIICHMUS,
B JAHHOW TpymNIe ManueHToB. [Ipw TpoBeaeHWHM KOPPEIAIMOHHOTO aHan3a ObUIH
YCTAaHOBJICHBI B3aMMOCBSI3M Mexay 3HadeHusMH Mmkansl PUCAI u  ypoBHsIMH

nevikoruToB (p = 0,342, p = 0,002), sputpouutos (p = -0,383, p <0,001), remornodbuna
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(p =-0,418, p < 0,001), COD (p = 0,362, p = 0,001), CPb (p = 0,337, p = 0,003),
obmrero 6enka (p = -0,413, p < 0,001) u aneOymuna (p = -0,472, p < 0,001) y mereii ¢
SIK. Takxe BBIsIBIEHa YMEPEHHOW TECHOTBI MpsAMAas CBSI3b MEXIY 3HAUYCHHUSIMHU IIKAJIbI
PCDAI u ypousimu CPb y nereii ¢ BK (p = 0,433, p = 0,006).

Ta6muma 3.7 — [lokazarenu OMoxuMHuueckoro aHanu3a kpoBu aetedt ¢ B3K

SK, n=79 BK, n=39
IMTokasarenu I"paganmn p’lK-bK
aoc. | % aoc. | %
[ToBbIIICHHE 5 6,3 9 23,1
CPBb, mr/nn 0,009
Hopwma 74 193,7 |30 76,9
CHmxeHue 12 | 152 |14 35,9
Ans0yMuUH, T/1 0,019
Hopma 67 |84,8 |25 64,1
IloBrllIcHUE 8 10,1 |4 10,3 0,643
I"'mrox03a, MMOJIB/ CHmxeHue 4 5,1 2 5,1 0,683
Hopma 67 |84,8 |33 84,6 |0,582
IloBpr1ieHUE 14 17,7 |2 5,1 0,170
OO0muii 6eoK, /1 CHmxeHne 10 12,7 |6 15,4 0,632
Hopma 55 1699 |31 79,5 10,329
bunupyoun obmuii, | [loBelmenue 2 2,5 0 0 0.485
MKMOJIB/JT Hopma 77 1975 [39 |100 |
IToBrIlIeHHE 15 |19 1 2,6
AJIT, En/n 0,019
Hopwma 64 |8l 38 97,4
IToBrIlIeHHE 15 |19 0 0
ACT, En/n 0,002
Hopma 64 |81 39 100
CHmxeHue 17 21,5 |7 17,9
MoueBrHA, MMOJIb/JI 0,694
Hopma 62 |78,5 |32 82,1
KpeaTunun, CHmxeHue 7 8,9 3 7,7
0,463
MKMOJTB/JT Hopma 72 |91,1 |36 92,3
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AHanu3 KoaryJaorpaMMbl HE BBISSBHJI CTATUCTUYCCKH 3HAYMMBIX PA3JIMYUN MEXKTY
netbMHu ¢ SIK u BK (Tabmmma 3.8).

Tabnuua 3.8 — [lokazarenu koarynorpammbl y aeteit ¢ B3K

SK, n=79 BK, n=39
[Tokazaremnu ['pamaruu p IK-BK
aoc. % a0c. %
[Iporpom6uuoso | 10BBIIICHNE 6 7,6 6 15,4 10,426
e Bpems, ceK CHmxeHue 9 11,4 |12 30,8 0,538
Hopma 64 81 21 53,8 10,253
[ITHU, % [ToBeiieHHE 6 7,6 2 5,1 0,764
CHmxeHue 12 152 |6 15,4 0,846
Hopma 61 77,2 |31 79,5 10,673
IToBeIlIEHHE 10 12,7 |4 10,3 0,582
MHO CHmxeHue 3 3,8 0 - -
Hopma 66 83,5 |33 89,7 10,724
IToBeIlIEHHE 10 12,7 |10 25,6 0,092
OuOpUHOTrEH,
CHmKeHue 2 2,6 1 2,6 0,749
o Hopma 67 84,7 |28 71,8 10,421
IToBeIlIEHHE 12 15,2 |5 12,9 0,759
AUYTB, cex CHmxeHue 2 2,6 10 25,6 0,081
Hopma 65 82,2 |24 61,5 (0,361

V¥ nammentoB ¢ bK wame, uem nipu AK, peructpupoBanuck HU3Kkue ypoBHu IgA B
CBIBOPOTKE KpoBH (Tabnuua 3.9).

Huskuit ypoBenb IgA B ceiBopoTke kpoBu y mamnueHToB ¢ BK moxer ObBITH
00yCIIOBJIEH JIOKAJIbHBIM J1e(DEKTOM MYKO3aJbHOTO UMMYHHTETA CIU3UCTOM OOOJIOUKH
KHUIIEYHUKA, YTO TMOTCHIHMPYET W/WIM YCYTyOJsieT BBIPAXKEHHOCTh BOCIATUTEIHLHOTO

mporiecca.
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Tabmuua 3.9 — [lokazatenn ummyHorpamMmsl y aeteil ¢ B3K

K, n=79 BbK, n=39
[Toxa3zarenu I'paganuu pIK-BK
abc. % abc. %
I1oBrellICHUE 4 5,1 2 5,1 10,821
IgA, r/n CHmxeHue 1 1,3 6 15,4 | 0,009
Hopma 74 93,7 |31 79,5 10,352
IloBpr1IeHNE 12 152 |4 10,3 {0,273
1G, rin CHmxeHHe 0 - 4 10,3 | -
Hopma 67 84,8 |31 79,5 {0,381
I1oBellICHUE 7 8,9 0 0 -
IgM, r/n CHmxeHue 0 0 1 2,6 |-
Hopma 72 91,1 |38 97,4 {0,091
C3-komnoneutr | [loBbimeHue 12 152 |6 15,4 | 0,746
KOMILIEMEHTA, CHmxeHue 3 3.8 0 - -
/1 Hopwma 64 81 33 84,6 | 0,638
C4-KOMIIOHEHT IToBeIIeHNE 9 114 |7 17,9 | 0,462
KOMILIEMEHTA, CHmxeHue 2 2,5 4 10,3 {0,193
/1 Hopma 68 86,1 |28 71,8 10,376

HpaKTI/I‘-IeCKI/I Y BCCX IIGTGfI B I[G6IOT€ B3K orMeuanuch MOBBIIICHHBIC 3HAUCHUS

(dekanpHOrO KanbnpoTekTuHa (Boimie 50 Mxr/r) (Tabnuua 3.10).

Tabnuua 3.10 — 3nauenus pexanpbHOro KajdbmporekTuHa y nereir ¢ B3K

SK, n=79 BK, n=39
[Tokazarenu ['pamaruu p’lK-bK

aoc. % aoc. %
deKalbHBIN IToBrIlIEHHKE 77 97,5 37 94,9 0352
KaIbIIPOTEKTHH, MKT/T | Hopma 2 2,5 2 5,1 ’
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®K orpaxaeT creneHb HEUTPO(UIBHON HHPUIBTPALMH CIU3UCTOM OOO0JOYKU

KHUIICYHUKA W ABJISICTCSA BBICOKOYYBCTBUTCIBbHBIM, HO HHSKOCHGHI/I(l)I/I‘IHBIM MapKepoM

B3K [93]. Cpennee 3nauenne @K y aereit ¢ AK cocraBumo 120 mxr/r [103,5 — 138,5], y

nereit ¢ BK - 124 mxr/r [107 — 140,5], p=0,559.

Crpykrypa sngockonnyeckoil aktuBHOCTH K u BK no mkanam UCEIS u SES-

CD cooTBETCTBEHHO IpejcTaBieHa B Taomuie 3.11.

Tabmuua 3.11 — DHpockonuyeckas akTUBHOCTb y zereid ¢ B3K

[Tokazarenu ['pamamuu aoc. %

MunumanpHas | 45 57
DHJIOCKOIMYECKasi aKTHUBHOCTH

YmMepeHHas 23 29,1
SIK o mikane UCEIS, n=79

Bricokas 11 13,9

Jlerkas 17 459
DHJIOCKONMYECKasi aKTHUBHOCTH

YmMepeHnHas 19 51,4
BbK no mkane SES-CD, n=39

Tsoxenas 1 2,7

bonee monoBunsl aerei ¢ AK uMenu MUHHMAaIbHYIO, a C

AHOCKOMMYECKYI0 aKTUBHOCTD (CM. Tabmuity 3.11).

bK - yMmepeHHyr0

Hetn mnocne Bepudukamuu guarHo3a K crarucTHyeckd 3HAYMMO Yalle

MOJIyJaJId  TPETapaThl

AMHUHOCAIUIIJIOBONM KHUCIJIOTEI

(5-ACK) B peoOrote

3a0oneBanus, yem netu ¢ bK. B toxe Bpems, metm ¢ BK wame Hyxnamuch B

HazHaueHnn [ KC u BT (agamumyma0, Benoanszymad, nHpaukcumad) (Tadmmma 3.12).




62

Ta6numa 3.12 — [Nonyuaemas tepanus y aeteit ¢ B3K B ne6rote 3a00sieBanus

[lonydaemas Tepanus K, n=79 bK, n=39 p ax-0k
n % n %

[Ipenmapatsr 5- ACK: 76 96,2 10 3,9 <0,001
per os 30 38 2 20 0,007
per os +per rectum 46 62 8 80

['KC: 3 3,8 22 57,9 <0,001
per os 0 - 12 54,5 0,012
IIapEHTEPaATIBbHO 3 100 10 45,5
BT 0 0 7 17,9 -

Takum 00pa3oMm, OOJBIIMHCTBO TanueHToB ¢ jaebotoM B3K B Hamewm
uccienoBanuu Obutn crapuie 10 ser. CambiM pacnpOCTpaHEHHBIM KIMHUYECKUM
CUMIITOMOM OKa3ajuch 00iu B kuBoTe;, npu SIK oHM yamie ObuIM JTOKAIM30BAaHBI B
JIeBOM MOAB3I0IIHOM obnacTu. Hapymienue ctyna (auapes/ auapesi ¢ IpuMeChi0 KPOBH)
ganie ormedanu Aetu ¢ AK, yem ¢ bK. BHekumeunsie nposiBieHns B BUAE MOPAKEHUS
IIEYEHHU CTATUCTUYECKU 4aie BcTpedannch B rpymnme JK. Crpykrypa comyTcTByromen
[TaTOJIOTUH HE Pa3INYAIach B 3aBUCHUMOCTH OT HO30JIOTHH.

AHanu3 aHTPONOMETPUYECKUX JAHHBIX MOKa3al, 4to AeTh ¢ bK wame crpaganu
3aJiepKKoi pocta. JJabopatopHoe 00ciae10BaHUE BBISIBUIO CIEAYIOLIIUE PE3YIbTaThl: y
oonbimHcTBa Aeteit ¢ B3K ormeuanuce nossimenne COD U CHMXKEHUE reMorioouHa -
WU3MEHEHUS CUMTAIOTCS XAPAKTEPHBIMU JUJISl JAHHBIX MAallMEHTOB BBHUJY XPOHHUYECKOU
KpOBOIIOTEpU W BocmayieHus. Y mauueHtoB ¢ BK wame ¢ukcupoBanoch mnoBblllieHHE
ypoBH CPBb u cHmxeHue anbOymMHHa, YTO OTpa)aeT TSHKECTh MATOJIOIMUYECKOTO

Imponecca u CHHApPOMaA MaHBa6COP6HI/II/I.
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Bce netn HaxoOmiIMCh B KIIMHUYECKHA M DHAOCKOIMMYCSCKU akTUBHOM ctagnu B3K.
[Ipemapatet  5-ACK  wame  Ha3zHauamuch getam ¢ jgedwotom  AK, a
TITFOKOKOPTHUKOCTEPOUIBI, A3aTHOTIPUH M OMOJIOTHYECKHE TIpernaparsl - aeTsaMm ¢ bK, aro

COriaacyceTcs ¢ TCKYIIMMHU ITPOTOKOJaAMH BEACHUA AAHHBIX I'PYIII ITAIUCHTOB.
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I''TABA 4 KIIMHUKO-IUATHOCTHYECKOE 3HAUYEHUME ANCA U ASCA Y

JETEN C BOCHAJIUTEJbHBIMUA 3ABOJIEBAHUSIMU KUIIIEYHUKA

4.1 Inarnoctuveckoe u nporuocrudeckoe 3nauyenne ANCA u ASCA B
1e010Te BOCIIAJIUTEIbHBIX 3200/1eBAHUI KMILIEYHHUKA Y JeTeil
[Tonoxutenpabie ypoBHU ANCA (= 1 en/min) oxumaeMo darie BCTPEUYATNCh Y
narmeHToB ¢ SIK, B 1O Bpems kak ASCA-IgA/IgG (= 20 en/mn) - y nmereit ¢ BK
(Tabnuna 4.1.1).

Tabmuua 4.1.1 — Ilokazatrenu ANCA u ASCA-IgA/IgG B CBIBOPOTKE KPOBU

nereit ¢ B3JK
JK, n=79 BbK, n=39 | ik
[Toka3arens I'paganun 160, % la6c | % |P
ANCA ITonoxxutenpHO 44 55,7 3 7,7 1<0,001
OTpuLiaTenbHO 35 443 | 36 [92,3]<0,001
IHonoxurenbHO 13 16,5 | 30 [76,9|<0,001
ASCA-IgA OTpuniaTeabHO 66 83,5 9 |123,1<0,001
ITonmoxxutenpHO 7 8,9 24 | 62 |<0,001
ASCA-IgG OTpuniaTenbHO 72 91,1 15 38 | <0,001

[Ipu cpaBHEeHUUM CpelHUX MOKa3aTesed JaHHBIX MapKepOB ObLIO YCTaHOBIIEHO,
yto Oonee Bricokne TUTPI ANCA BoisBisuinchk y nereit ¢ K mo cpaBuenuro ¢ bBK, a
ASCA- IgA/ 1gG - y nereii ¢ BK no cpasaenunto ¢ SK (tabmuma 4.1.2).

Ta6numa 4.1.2 — Cpegaue ypoBau ANCA u ASCA-IgA/IgG B chIBOPOTKE KPOBHU

y nauueHToB ¢ B3K

IToka3zareinn K, n=79 BK, n=39 pK-BK
ANCA, Me [Q1 - Q3] 12[0,4—22] 0,3 [0,2— 0,7] <0,001
ASCA-IgA, Me [Q1 - Q3] 6 [4—11] 44 [23,5 — 84] <0,001
ASCA-IgG, Me [Q1 - Q3] 6 [4—10] 44 (13,5 71] <0,001
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boum ycranoBnensl moporoBeie 3HaueHus ANCA u ASCA- IgA/ 1gG nns
muddepennnanbHoil nuarHoctuku K u BK, mpu KOTOpBIX JOCTUTAOTCS HAWUBBICIINE
YyBCTBUTEIHHOCTh U criennpuaHoCTh (Tabmuia 4.1.3).

Ta6muma 4.1.3 — {uarnoctuyeckue napamerpel ANCA u ASCA-IgA/ 1gGy

nereii ¢ B3K
[Toka3zarens AK u BK

[ToporoBslii ypoBens, en/mi | Se,% | Sp, % AUC (95% JIN)
ANCA 0,5 51,3 | 77,2 0,772 (0,688 — 0,856)
ASCA-IgA 9,5 69,2 | 91,1 0,818 (0,729 — 0,906)
ASCA-IgG 10,2 65,4 | 93,7 0,870 (0,793 — 0,946)

Takum oOpa3oM, MOJIyY€HHbIE pE3yJbTaThl YKa3bIBAIOT HAa HEJOCTATOUYHYIO
YYBCTBUTEIBHOCTh TPAAUIMOHHBIX CEPOJOTHYECKMX MAapKepoB [UIsl BepUPUKALUU
dhopm B3K.

He Obu1o 00HApY>KEHO 3HAUMMBIX PA3JIUYUN B pacIpejie]ieHUH MallMeHTOB 110
nony B 3aBucuMocTH OT 3HaueHud ANCA u ASCA-IgG. Tutper ASCA-IgA Obutn
3HAYUTEIBHO BBIIIE Y MAJIbUYHUKOB, 4YeM y AeBouek B rpymne AK (p = 0,022) u B3K (p =
0,042) B nieinom (tabmuma 4.1.4).

Tabnuma 4.1.4 — Cpennue ypoBau ANCA u ASCA-IgA/IgG B cHIBOPOTKE KPOBHU

B 3aBHUCHUMOCTH OT IToJia mamueHToB ¢ B3K

I'pynma o ANCA, ASCA-IgA, ASCA-IgG,
MTaI[CHTOB Me [Q1 - Q3] | Me [Q1-Q3] | Me [Q1 - Q3]
B3K Kenckuii, n=55 0,8 0,3-1,3 55
Mykckoi, n=63 0,9 0,3-1,8 63
aK Kenckuii, n=38 0,9 0,4—1,48 38
My:xckoit, n=41 1,2 0,6 -4,2 41
EK Kenckuii, n=17 0,3 0,2-0,8 17
Myckoi, n=22 0,4 0,2-0,7 22
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VY neteii ¢ pacpoCTpaHEHHBIM/TOTATBHBIM KOJUTOM OTMEUaINCh 00Jiee BBICOKHE
tutpel ANCA (Me 1,4 em/n [0,8 — 3], n=53), 4yem y nereil ¢ JIEBOCTOPOHHUM
komuTom/mpoktuToM (Me en/m 0,6 [0,3 — 1], n=26) npu SK. TotampHOE TOpakeHUE
KHIIEYHUKA BBIBISUIOCH TpH ypoBHE ANCA BbItiie 1,0 en/mint ¢ Se 71,7% u Sp 73,1%
(AUC =10,701; 95% AH: 0,585 - 0,818, p =0,004).

Tutpet ANCA u ASCA-IgA oxwumaemo Obutu Bhimie y geteit ¢ AK u BK ¢
BBICOKOW KJIMHUYECKOM AaKTUBHOCTBIO, COOTBETCTBEHHO, Y€M Yy JETeH C JIErKUM
TeueHueM 3aboseBanus (Tabnuna 4.1.5).

Tabmuua 4.1.5 — Cpennue ypoBHu ANCA u ASCA-IgA B CBIBOPOTKE KPOBH

nerer ¢ bK 1 JK B 3aBUCUMOCTH OT KIIMHUYECKOU aKTUBHOCTHU

Kpurepunit CpenHue MoKas3aTesIi aHTUTEN
Kimmangeckas akruBHocTs K 1o ANCA, en/mn p
mkajae PUCAI Me Q1 —Qs n
Jlerkas 0,7 03-1,1 25 0.030
YMepeHHas/Tsokenas 1,3 0,8-2,3 54 ’
Kinuanueckas aktuBHocTh BK 110 ASCA-IgA, en/mn
mkane PCDAI Me Qi —Qs n P
Jlerkas/cpegueTspkenas 20,5 6,5 —45.,5 10 0.049
Tsoxenas 46 34 -98 29 ’

YMepenHas/Tsokenas KiIMHUYecKas akTuBHOCTh K mporHosupoBanack mpu
nokazatensx ANCA = 1,2 en/mn npu Se 63% u Sp 76%. JlanHas cBs3b

MOATBEPKIaeTCsl 0OHapykeHHoU Koppensauueit: p = 0,311, p = 0,005 (pucynok 4.1.1).
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75,0 .

Enmurteckas akTHEHOCTE 0o mkane PUCAL

0.0 2.0 4.0 6.0
ANCA, eg/ua

Pucynok 4.1.1 — I'paduk perpeccuoHHON (PYHKIIMH, XapaKTEPU3YIOIMINK B3aUMOCBS3b
kiauHn4Yeckon akTuBHOCTH SIK 1 ANCA

HaGmonaemasi 3aBHCHUMOCTh ONHUCHIBACTCS YPaBHEHHEM TApHOW JIMHEWHOM
perpeccu (2):

Yrucar = 1,28 X Xanca, ewwn T 37,848 ()

[Tpu yBenmnuennu ANCA Ha 1 equHUIly ClIeTyeT 0XKUJATh YBEIMYCHUE 3HAUCHUS
PUCALI na 1,28. I[Tonydyennas mojiens oobsicHseT 1,9% Habm01aeMoi TUCTIepCHn.

[Tpu mpoBeneHNH KOPPEIAITMOHHOTO aHAIKM3a, OblJIa YCTAaHOBJICHA clla0ast mpsiMast
cBsa3b Mexay ASCA-IgA u 3HaueHusamu mkaisl PCDAI B KOJIWYECTBEHHOW ee
unrepnperauuu (p = 0,249, p = 0,126).

[TarmmenTsl ¢ BK wacTo uMmeror nepuanaibHbie NPOSBICHUSA. bblIO ycTaHOBIIEHO,
yto nanueHtsl ¢ bK u mopaxkenuneM nepuanaibHOM obnactu (n = 16) umenu Goiee
Boicokre TUTPhl ANCA, dem netu 0e3 TakoBbiX (n=23): Me 0,7 ea/ma [0,3 — 0,9],
npotuB Me 0,3 ea/mn [0,2 — 0,5], p = 0,024. IlepuanansHple mnposiBieHuss bK
nporro3upoBanuck mpu ypoBHe ANCA Boime 0,7 ea/Mi Ipu 4yBCTBUTEIBHOCTH H

cnerquduyHocTH 82,6% 1 68,8% COOTBETCTBEHHO.
M
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boun mpoananusupoBanbl cpennune ypoBHu ASCA-IgA/ IgG y nereit ¢ BK B
3aBucuMOocTH OoT ¢eHotumna bK. YcTanoBneHo, 4TO y MalMeHTOB CO CTPUKTYPUPYIOIIEH
dopmoit BK 3nauenus ASCA-IgA/ IgG Optm mouTH B ABa pas3a BBIIIE, YeM Yy
MAIMEeHTOB C BOCTAIMTEILHON W/WJIH MIEHeTpUpyromiei ¢popmamu (Tadimma 4.1.6).
Tabmuua 4.1.6 — Cpennue 3Hauenuss ASCA-IgA/IgG B CBHIBOPOTKE KpOBU B

3aBUCUMOCTH OT (hopmbl BK

Kpurepuit CpenHue TUTPBI AaHTUTEI
ASCA-IgA, en/mn p
®opma bK Me Q1 — Qs 0
BocnanmurensHas! 34,5 9—-74,5 26 p!3=0,019
[Nenerpupyromas? 44 41 - 46 5 p>3=0,043
CTpHUKTYpHUpYIOIIas® 84 49 — 128 8
ASCA-IgG, en/mn
®opma bK Me Q1 — Qs 0 p
BocnanurenbHas! 20,5 11,3-62 26 p!3=0,011
[eneTpupyromas’ 27 14 — 50 5 p>3=0,014
Crpukrypupyromias? 84 52,3-1473 8
IIpumeuanue: '?° — yciaoBHas KOAMPOBKA IPH3HAKOB JUIS IIPEACTAaBICHUS

PE3yNbTATOB OLEHKHU CTATUCTUYECKH 3HAYUMBIX Pa3IudHii

BepositHocTh cTpukTypupytoniero ¢penoruna bK 3naunTensHo Bo3pacTana npu
ypoBHe ASCA-IgA Boimie 46 en/mn (Se 87,5% u Sp 64,5%) (AUC = 0,772; 95% JIU:
0,568 — 0,977, p = 0,019) u ASCA-IgG Beime 36 ex/mn npu Se 100% u Sp
58,1% (AUC = 0,875; 95% AU: 0,639 — 1,000, p=0,011).

B3K sBOArOTCS CHUCTEMHBIMH 3a00JICBAaHUSIMH W YacTO COIPOBOXKIAIOTCS
BHEKHIIICYHBIMU MPOSIBICHUSMHU — MOPAKEHUEM TenaToOMInapHOd CUCTEMBI, CyCTaBOB.
Tak, ypoBuu ANCA ObuIM 3HAUUTENIBHO BBIIIE NPH MOPAKEHUH TEMATOOMIHMAPHON

CUCTEMBI (ayTOMMMYHHBIN T€aTUT, IEPBUYHBIN CKIEPO3UPYIOMINI XOJAHTUT) Y JeTel
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c SK, uem y mereit ¢ mopakeHHEM CyCTaBOB U 0€3 BHEKHUIIICUHBIX MPOSBICHHM (Tabmuiia
4.1.7).
Tabmuua 4.1.7 — Ilokazarenu ANCA B cwiBopoTke kpoBu jnereid ¢ AK B

3aBUCHUMOCTH OT BHCKHUIIICYHBIX HpO?IBJIGHI/Iﬁ

Kpurepunii Kareropun ANCA, enjmn p
Me Ql — Q3 n
Her! 1 0,3-1,6 65
Buekumieunsie | ITopaxkeHnue cycTaBos? 2,2 1,6 —2,7 4 15 = 0.003
MIPOSIBIICHUS [Topaxxenue p2_3 _ 0’00 4
SIK renaTooMIMapHOM 4,8 2,1-5)5 10 P ’
CHCTEMBI®
[Tpumeuanue: '>* — ycroBHas KOAMPOBKA TPHU3HAKOB IS TPEICTABICHUS

PEe3yJbTATOB OLICHKU CTATUCTUYECKU 3HAYUMBIX Pa3TUUUiL.

[Topaxenue neuenu npu AK npornozupoBanocs npu ypoBHe ANCA Bbie 4,2
en/min, Se 66,7% u Sp 92,5% (AUC = 0,830; 95% 1AU: 0,682 — 0,978, p = 0,003).

bl  mpoaHaNU3UMpPOBaHbl  B3aMMOCBS3M THUTPOB AHTUTEN C  JPYTUMH
nabopaTopHbiMu Mapkepamu. Koppensuuonnsiii ananus ypoBHeirt ANCA u ASCA-IgA
u nabopaTtopHbix nokaszateneit nereit ¢ AK u BK, cooTBeTCTBEHHO, BBISIBUII CIEAYIOINE
CTaTUCTUYECKHU 3HaYMMBbIE B3aUMOCBsI3U (Tabnuna 4.1.8).

Tabmuma 4.1.8 — BsaumocBsizse ANCA u ASCA-IgA ¢ nabopaTopHBIMU

noka3zarexsimu nanueHToB ¢ K n BK coorBeTcTBEHHO

[lokazarenn Xapakrepuctuka cBa3u nokasarenen ¢ ANCA npu AK
p TecHota cBsi3u 1o mkaine Yemmpoka p

OK 0,427 YmepeHHast <0,001

JICHKOLMTHI 0,368 YmepeHHast <0,001

COD 0,515 3aMeTHas <0,001

CPb 0,290 Crnabas 0,010
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[Iponomxenue Tabnuips 4.1.8

[lokazarenn Xapakrepuctuka cBsizu nokazareneit c ASCA-IgA npu BK
p TecHora cBs13u o mikajie Yeamoka p
OK 0,395 YmepeHHast 0,013
JICHKOLMTHI 0,462 YmepeHHast 0,003
I'emornobun | -0,515 3amMeTHas <0,001
Tpomborter | 0,545 3ameTHas <0,001
COD 0,436 YmepeHHas 0,006
IToka3arenu Xapakrepuctuka cBs3u nokazareneid ¢ ASCA-IgG npu BK
p TecHoTta cBsi3u 1o mkaine Yenmpoka p
JIeKOIUTHI 0,318 Cna0Oas 0,049

Anamns cBs3u ANCA um sanockomnmueckor aktuBHOcTH AK 1mo mxkane UCEIS

BBISIBIUT TIPSIMYTO CBSI3b ci1aboi TecHOTHI: p = 0,247, p = 0,027 (pucynok 4.1.2).
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Pucynok 4.1.2 — I'padux perpeccnoHHON (QYHKIUH, XapaKTEpU3YIOIIUH

B3aMMOCBSI3b dHAOCKOoNMYecKkoi akTuBHOCTH 1o mikaie UCEIS u ANCA
HabGmomaemass B3auMOCBSI3b MOXET OBITh ONHMCAaHA YpaBHEHHUEM MapHOMN
nuHeHoU perpeccuu (3):

Yuces = 0,23 X XaNcA, epmnt 4,179 3)
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Takum oOpazom, npu yBenuueHuu ANCA Ha 1 eauHuIly clieyeT OXUIATh
yBenMueHue dHaockonuyeckoil aktuBHocth mo mmkane UCEIS na 0,23 OGamna.
[Tomydennas monenb 00bsicHseT 4,6% HabM01aeMOM TUCTIEPCHT.

CpaBHurenpHbil aHaim3 ypoBHed ANCA B 3aBUCMMOCTH OT T'MCTOJIOTHYECKOW
aktuBHocTH SIK cormacHo unaekcy (Geboes He BBISIBUI CTaTUCTHUECKH 3HAYMMBbIX
pazmuuuii (p > 0,05). Tak xe, ananu3 ypoBHed ASCA-IgA B 3aBHCHUMOCTH OT
SHJOCKONMYECKON U TUCTOJIOTMYECKOW aKTUBHOCTH BK HE BBIABWII 3HAUUMBIX Pa3IMUNN
(p=0,637 up=0,830 COOTBETCTBEHHO).

Heo0xoauMo OTMETHTh, YTO YPOBHM HM3yYa€MbIX AHTUTE] AHAJTU3UPOBAIU [0
SHAOCKONMNYECKOW Bepu(HUKaMK IHUArHO3a U HA3HAYEHUS] ATOT€HETUYECKON TepaIuu.
[Ipenaparsl 5-ACK sBistorcss 6aszucHoit Tepanueil npu K, ogHako, HEKOTOpHIM
narueHTam Tpedyercss HazHauenne ['KC. 3a mepuon wnabmonenus ['KC Owutm
Ha3Ha4YeHbl B COBOKynmHocTH 26 manuenTtam ¢ K, y xotopsix Tutpel ANCA B nebrote
3a0o0sieBaHMsl ObUTM 3HAYMTENLHO BHIIIE, YeM Y MAIlMeHTOB, KOTOpbIM Ha3zHaueHue ['KC
He motpeboBanock (n = 54): Me 1,40 ex/mi [0,1 — 3,7], mpotuB Me 0,95 en/mi [0,3 —
1,7], p = 0,020. B nanHo¥ npornoctuueckoit Mojenu HazHauenue ['KC tpeboBasioch
npu ypoBHe ANCA Boitie 0,6 en/mn mpu gyBcTBUTENnbHOCTH 61,1% 1 crienuduaHOCTH
92,3% (AUC = 0,662; 95% 1U: 0,530 — 0,794, p = 0,020).

VYyuuteiBas, uto TUTPel ASCA-IgA ObUIM 3HAYUTENILHO BBINIE y MAIMEHTOB CO
cTpuktypupyromum penotunom bK , Obuia mpoananusupoBaHa CBs3b JAHHOTO MapKepa
C YacCTOTOM OIEPaTUBHOI'O BMEIIATEIbCTBA B JajJbHEHIIEM. BBIJIO YCTaHOBIEHO, YTO

netu ¢ BbicokumMu Tutpamu ASCA-IgA B ngebiore bBK dwame mnepenocunu
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XUPYPruyeCKOe BMEIIATENBCTBO MO MOBOAY CTEHO3a WIIEOLEKaNnbHOTO yria, p = 0,022
(pucynok 4.1.3).

200,00 .

150,00

HOTpe6OBaHOCL JIH XHPYPTHYCCKOE BMEIIATCIILCTBO

100,00 ES Her
83,50 ES na

ASCA-IgA, en/mn

50,00

0,00

Pucynok 4.1.3 — Cpeanue ypoBau ASCA-IgA B ceiBopoTke kpoBu nereit ¢ bK B
3aBUCUMOCTH OT MOTPEOHOCTH B XUPYPrUUECKOM BMEIIATEILCTBE

[Toporoseiit ypoBeHb ASCA-IgA B Touke cut-off, KoTOpoMy COOTBETCTBOBAJIO
HauBBICIIee 3HaUeHUe uHaekca KOnena, cocraBun 37 ex/mn nipu Se 100% u Sp 51,7%
(AUC =0,745; 95% JU: 0,552 — 0,938, p = 0,022).

Hetu ¢ BK, xoropeim morpeboBanocs Hasznauenue [MIBT 3a Beck mepuon

HaOmoaeHus, umenu Ooiee Boicokue TUTpl ASCA-IgA B neGrore 3aboneBaHust, p =

0,038 (pucyHnok 4.1.4).
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Pucynok 4.1.4 — Tutrper ASCA-IgA B CBIBOPOTKE KPOBHU B 3aBUCUMOCTU OT
Heooxoaumoctu HazHauenust [ UBT cpeau narmenTos ¢ BK

Heobxoaumocts Haznauenus I UBT nporuosuposanace npu ypoHe ASCA-IgA
Bblie 34 en/mi; NaHHas MPOTHOCTHYECKas MOJETh MPOJAEMOHCTPHUPOBAja BBICOKYIO
qyBCTBUTEIBHOCTH 93,8%, HO HU3KYIO cneruduanocTts: 52,2%, (AUC = 0,697; 95%
JN: 0,524 — 0,870, p = 0,038).

B rpynne AK cpennue noxazarenu ASCA-IgA B nebrote 3a0oneBanusi ObuH
BBIIIE Y JeTel, KOTOphIM noTpedoBaniock HazHaueHue ['KC (n = 26): Me 7 [6 — 20,5],
npotuB Me 5 [3 — 10] nereit 6e3 ackanmanuu tepanuu (n = 54), p = 0,032. OxHako,
YYBCTBUTEIBHOCTh U CHEUU(PUUHOCTH JAaHHOM MPOTHOCTUYECKON MOJEIN MpHU
MOPOTOBOM 3HAYEHUU 6 €JI/MJI OKa3aJIuCh OTHOCUTEIHHO HEBBICOKH U cocTaBuiu 53,7%
u 76,9%, COOTBETCTBEHHO.

4.2 Kiimanueckoe 3HauyeHue fuHamuuyeckoit oneHku ANCA nu ASCA

VY yactu nanuenTtoB (45 yenoek - 33 ¢ SAK u 12 ¢ BK) yposau ANCA u ACSA

OBLTM OIICHEHBI TTOBTOPHO B cpemHeM depe3 6 mecsieB [4 — 11]. Ilamuentsr ¢ SK,

UMeroIIHe monokuTeabHbie (= 1 ex/mn) Tutpel ANCA B ne6rote 3a0oneBanus, B 76,5%
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CIydacB HUMCIIM TaAKXKC IIOJOXKHTCIIbHBIC TUTPBI AAHHOI'O MaApKEpa IIpU OLCHKC B

nuHamuke (Pucynok 4.2.1).

ANCA=1legune

ANCA<legmune

nediore SIK, n = 16 Temanmra ANCA  Aeowre K. n=17 S ANCA
[+ —
= =N
== ]
= 5. ACK
=i
5-ACK =—
=
:El TKC [+ |
L= [ * ]
TKC
= [+ |
o [+ ]
= U IE=mi
[ 1] = %
edror/oBocTpesnze Peumccna Vposere ANCA <1 eg/an Vposere ANCA 21 egin

Pucynok 4.2.1 — JIlunamuka nokasareneid ANCA y nereit ¢ AK

VY 4 nanmenTos ¢ SK nmpowusornuia cepoKOHBEpCHs B OTPUIIATEIBHBII CTAaTyC: ABOE
nosry4dainu npenapatsl S-ACK 1 Haxoquimch B KIIMHUYECKOW PEMHUCCHH, JBOEC MTOTYIaTH
TJIFOKOKOPTUKOCTEPOU bl (OJMH — B PEMHUCCHH, OJUH — B (ase obocTpenus). Y
OJHOTO TanueHTa oTMedeHa cepokoHBepcuss ANCA ¢ oTpuIatenbHOro craryca B
MOJIOKUTENbHBIN Ha (oHe Tepanun S-ACK npu KIMHUYECKON peMICCHU.

[Toxazarenr ASCA HMHTEpIPETUPOBAIICS KaK «IOJOKUTEIBHBINY TIPU THUTpax

ASCA-IgA wumu 1gG > 20 en/mn. Anamoruuno rpymme K, metu ¢ BK ¢
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nosioxuTenbHbIMA TUTpaMu ASCA B ne6rote, B 70% ciTydaeB UMENH MOJIOKUTEITHHBIC

tutpbl ASCA cnycts 6 mecsnes (pucyHok 4.2.2).

ASCA= 20 egMI B
metroTe BE, n=10 JuHanmra ASCA

ASCA= 2 egmne

ge6oTe BK n=2 JuHamura ASCA
T'KC
5-ACK
JedroT/obocTper: PexmccHa
— e
Vposere ASCA< 20 eg/mn Vporere ASCAZ 20 ex/un

Pucynok 4.2.2 — JIlunamuka nokasateneid ASCA y nereii ¢ BK
VY 3 nereit ¢ BK 3apeructpupoBaHa CepOKOHBEPCUS B OTPUUATEIbHBINA CTATYC:
nsoe nonydanu ['MBT (oauH Haxoawics B peMUCCUU, OJIUH — B 00OCTPEHUH ), OJTUH —

TTFOKOKOPTHKOCTCPOU ALl U HAXOAUJICA B PCMHUCCHUU.
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ITokazarenu ANCA u ASCA y nereit ¢ K u BK He otnnuanuce B 3aBUCUMOCTH
ot 3abosieBanus (Tabauna 4.2.1).

Ta6muma 4.2.1 - Ilunamuka nmokasareneit ANCA u ASCA y nereii ¢ B3K

ANCA, en/mi
AxtuBHOCTh K Me Q- Qs 0 p
JleOrot! 0,70 0,30 —-3,40 33 p'?=0,218
O6ocTpenune? 1,2 0,8 —2,4 15 p'2=0,078
Pemuccus? 0,75 0,5-1,.2 18 p>?=0,085
ASCA, en/mn
AxtuBHOCTh BK Me 01— Qs 0 p
JleOrot* 35 25,6 - 54 12 46 _
OGocTpeHmue’ 28 16,531 3 pr=0.782
Pemuccus® 24 6—32 9

BBuay manoro konmyecTBa MAlMEHTOB B KAXKIOW U3 MOATPYIII HAM HE yAAIO0Ch
OLICHUTH BIMSHUE II0Jy4aeMOM TEpalMu HAa W3MEHEHHME CEpPOJIOTHYECKOro cTraTyca.
Takum oOpa3om, ompenereHHe 3aKOHOMEPHOCTH M3MEHEHUs IMOKaszaTeledl aHTuren U
(akTOpoB, BIMAIOIIMX HA 3TO, NPEJICTABISIET OOJBIION HMHTEpeC A JajbHEHIINX
HCCIICIOBAaHU.

Ha ocHOBaHMM uCCIENOBaHUs KIMHUKO-IHarHoctTuuecko neHHoctn ANCA,
ASCA-IgA u IgG y nereit ¢ B3K B neGrote 3a001eBaHKs U MIPU OIICHKE B JTMHAMUKE,
MOXHO CZEJIATh CJIEAYIOIINE BIBOBI:

* TloarBepxkaeno, uto ANCA, ASCA-IgA u IgG wuMerT HEA0CTaTOYHYIO
JMArHOCTHYECKYI0 TOYHOCTH i AuddepennnansHoi nuarHoctuku SIK u BK y
JIeTeH;

* Breicokue ypoBHu ANCA acconuupoBaHbl C HEOJIaronpusATHBIM KIMHHUYECKUM

teuenueM K y nmereli (BbIcOKass KIWHWYECKas AakKTUBHOCTH (= 1,2 en/mu),
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TOTAIBHOE TIOPWKECHWE TOJCTOM Kumkd (= 1 ena/mim) ©  BOBJICUCHHE
renaToOMIMapHON CUCTEMEI (= 4,2 en/min));

* Bricokue ASCA-IgA accomuupoBanbl co crteHo3upyromeid (opmori BK (= 46
€/1/MJI), BBICOKOW BEpOSITHOCTBIO OIEPAaTUBHOTO BMemaTenbcTBa (= 37 en/mn) u
nazHauenus ['UBT (= 34 en/mn);

« ASCA-IgA obnagator OoJbIieli  KIWHUKO-IHATHOCTUYECKON IIEHHOCTBIO Yy
nanueHToB ¢ bK no cpaBuennto ASCA-IgG;

* Ilokazaremu ANCA, ASCA-IgA u IgG coxpaHSOTCS HEU3MEHHBIMH Y
OonpmrHCTBa NanueHToB ¢ B3K mpu olieHke B AMHAMUKE;

* KimHM4YecKkass aKTHMBHOCTh HE OKa3bIBAET 3HAYMMOIO BIIMSHUS HAa HW3MEHEHUE
ypoBHsI ANCA, ASCA-IgA u IgG, cienoBaTenbHO, JaHHbIC aHTUTENA HE MOTYT
UCIIOIb30BaThCAd B KAUECTBE HEMHBA3MBHOIO TECTA JUISI MOHUTOPUHIA pPELUAUBA
3a0051eBaHUSI.

BriienepeunciieHHbIEe pe3yIbTaThl MOATBEPKIAAOT, UTO BEICOKHE YpoBHH ANCA

u ASCA IgA u IgG okazaimch acconmuMpoBaHbl ¢ HEOIATOMPUSATHBIM KIMHUYECKUM

teueHueM K u bK coorBeTcTBeHHO. O1HAKO, NX KJIMHUKO-AUATHOCTUYECKAS [ICHHOCTh

OrpaHWYeHa HU3KOH YyBCTBHUTEIBHOCTHIO. B TpocrekTMBHOM HaOmIOaeHN 00a

MapKepa OKazaInch npeaukropamu sckananuu tepanuun no ['KC y nmeren ¢ K, a

ASCA-IgA - mpeaukropom naszHaueHuss [UBT y pereit ¢ BK. YcranosieHno, 4to

KIIMHUYECKasi aKTUBHOCTh HE BIJMSET 3HAUMUTEILHO Ha TIOKa3aTelu M3y4aeMbIX

MapkepoB. CrenyeT OTMETUTh, UTO MOJTYyUYECHHBIE PE3yJIbTaThl O JUHAMUKE MapKEepOB

OTpaHUYEHBI HEOOIBIION BHIOOPKOW M TPEOYIOT AaTbHEHIINX HCCIeAOBaHUN Ha Oojee

KPYITHBIX EAUATPUIECKUX KOTOPTaX.
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I')TIABA 5 PE3YJIBTATBI UHCCJUIEJOBAHUSA CEPOJIOI'MYECKUX
MAPKEPOB Y JETEN C BOCHAJUTEJbHbIMU 3ABOJIEBAHUSIMUA

KHINEYHUKA

B uccnenoBanme HOBBIX ceponormdeckux MapkepoB B3K Bommm 52 pebenka,
rocriutanu3upoBaHHbix B J[PKB ¢ ne6rorom B3K ¢ oktsi6ps 2023 o siuBaps 2026 1T, U3
Hux 34 marmuenta ¢ AK: 19 neBouek (56 %), 15 mansuukoB (44 %); Me Bo3pacra 14
aet [11,5 - 15,7] u 18 manmentoB ¢ BK: 8 nepouek (44 %), 10 manpunkoB (56 %); Me
Bo3pacta 15 mer [14 - 16,7]. Menaunana nepuoaa HaAOIIOACHUSI C MOMEHTA MTOCTAaHOBKHU
nuartoza cocraBmia 15,5 mecsueB [9,7 - 23]. KontponbsHas rpynna Bkioudana 21
YCJIOBHO-3/IOPOBOT0 pe0eHKa, COMOCTABUMBIX MO MOy M Bo3pacty: 10 neBouek (48 %),
11 manbunkoB (52 %); Me Bo3pacta 15 ner [13 - 16] (Tabnuua 5.1).

Tabmuua 5.1 - Knunnueckue xapakrtepuctuku mnanueHToB ¢ B3K, y koTopbix

OIOCHHUBAJIMNCH HOBBIC CCPOJIOTMYICCKHC MAPKCPLI

Kpurtepnit | ['pananuu | n | %
SI3BEHHBIN KOJUT

Knunngeckas MunuMaabHas 13 38,2

aKTUBHOCTD YMepeHHas 18 | 529
Bricokas 3 8,8

Jlokanuzanus E2 — 1eBOCTOpOHHHMI1 KOJIUT 12 35,3
E4 — ToTanbHbIN KOMUT 22 64,7

DHI0CKOIMYESCKast MuHumasnbHas 23 67,6

aKTUBHOCTD YMepeHHas 9 26,5
Bricokas 2 5,9
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[Tponomkenue Tabmuusl 5.1

Kpurtepuit | ['pananmu | n | %
bosie3sns Kpona
Knuanueckas Jlerkasi/cpenHeTsKenas 6 33,3
aKTUBHOCTbH Tsoxenast 12 66,7
Jlokamm3anus L1 — TepMUHAJIBHBIN WIEUT 5 27,7
L3 — uneuTt u KoJuT 13 72,3
IlepuaHanbHble TPOSIBIICHUS 6 33,3
dopma Bl - BocnaniurenbHas 15 83,3
B2 - ctpukrypupyromas 2 11,1
B3 - nenerpupyromas 1 5,6
DHIOCKOIMYECKast MuHuMasIbHAS 8 44 .4
aKTUBHOCTD YMepeHHas 10 | 55,6

5.1 luarHocTu4eckoe 3HAYeHHEe UCCIEAyeMbIX CePOJIOrHYeCKUX MapKepoB
ITokazarenu aHTUTEN K TJIMKOMPOTEUHY 2 allUHAPHBIX KIJIETOK MOJKETYI0YHOM sKeJe3bl
(anti-GP2) y nmereii ¢ BocnanuTeIbHBIMU 3a00JICBAaHUSIMHU KHIIICYHUKA

Cpennue ypoBHu anti-GP2 B ChIBOpOTKE KpOBU OBUIM 3HAYMTEIHHO BHINIE Y
nanuenToB ¢ B3K no cpaBHeHUI0 ¢ KOHTpOJIBbHOM rpynmoii (Tabiumna 5.1.1).
Tabmuna 5.1.1 — Cpeanue ypoau anti-GP2 B ceiBopoTke kpoBu aeteit ¢ B3K u

IPYIIBI KOHTPOJIS

['pynna manueHToB Me anti-GP2, ur/mn Qi—Qs p

B3K!, n=52 5,4 2,08 — 8,62 p'+<0,001

SIK?, n=34 3,45 1,82 - 6,07 p**=0,009

BK3, n=18 9,55 6,33 - 12,85 p*3<0,001

Kourpois?, n=21 1,35 0,99 — 1,8 p>*<0,001
IIpumeuanue: '?° — yciaoBHas KOAMPOBKA IPH3HAKOB IS IIPEACTAaBICHUS

PE3YJIbTATOB OCHKH CTATUCTHYCCKH 3HAYNMbIX pa:umtmﬁ
OnTuManbHbIle 3HAYCHMS YYBCTBHUTCIBHOCTH H CHGHI/I(bI/ILIHOCTI/I COCTaBHUJIM

88,9 % u 73,1 % cooTBETCTBEHHO IpHU MoporoBoMm ypoBHe 2,5 ur/mu (AUC = 0,843;
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95 % JAU: 0,751 — 0,936, p < 0,001). B rpynme B3K anti-GP2 nuddepenmuposanu AK
u BK c¢ uyBcTtBUTENnbHOCTBIO 55,6 % u cneuuduynocteio 91,2 % npu moporoBom
3navyenuu 0,57 ur/mn (AUC = 0,866; 95 % [AU: 0,750 — 0,982, p <0,001).
[Toxazarenu anTuTen K 60okanoBuaHbIM KieTkaM (GAB) y nereii ¢
BOCHAJINTENbHBIMU 3200JICBAaHUSIMU KUIIIEUHUKA

CeiBopoTouHble ypoBHU GAB ObUTM CTaTUCTUYECKH 3HAYMMO BBILIE Y JIETEU C

B3K 1o cpaBHeHHIO €O 310pOBBIMU I€ThMU (Tabnuma 5.1.2).

Tabnuua 5.1.2 — Cpegnue ypouu GAB y neteit ¢ B3K u rpynmnsl KOHTpoJIs.

['pynma manueHToB Me GAB, ar/mn Qi —Qs p

B3K!, n=52 134,45 109,97 — 195,95 p'+<0,001
SIK? n=34 170,90 126,72 — 208,85 p>*< 0,001
BK3, n=18 104,05 89,62 — 121,58 p?3<0,001
Kourpois?, n=21 87,30 63,05 — 120,05 p**=0,121

[Ipumevanue: '?° — ycraoBHAas KOOWPOBKA IPHU3HAKOB IS IPEACTABIECHUS
PEe3yJbTATOB OLICHKU CTATUCTUYECKU 3HAYUMBIX Pa3IUIUi

[Ipu moporoBom 3Hauenun 87,4 ur/man GAB auddepenuupoBamu B3K wu
KoHTpoJb ¢ Se 61,1 % u Sp 91,2 % (AUC = 0,802; 95 % AU: 0,699 — 0,904, p <
0,001).

GAB Taxxe noctoBepHo muddepennupoanu K u BK ¢ Se 61,1 % u Sp 91,2 %
npu noporoBoMm yposue 123,8 ur/ma (AUC = 0,824; 95 % JW: 0,713 — 0,936, p <

0,001).
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[TokazaTenu aHTUTE K MAJIOHOBOMY JTHAJTBICTH Y-l TATbICTHIY
(anti-MAA-IgG) y aeteii ¢ BocnanuTeIbHBIMU 3a00JI€BAHUSIMH KUIIICYHUKA
YpoBau antuten IgG kK MAA ObUIM 3HAYMTENBHO BhINIE y ManueHToB ¢ B3K mo
cpaBHeHMIO ¢ rpynmnoi koHTposs (p < 0,001) (tabauua 5.1.3).

Ta6muma 5.1.3 — Cpennue nokazatenu anti-MAA-IgG y nereit ¢ B3K

['pynna manueHToB Me anti-MAA-IgG, ar/mn Q1 —Qs p

B3K!, n=52 17,55 10,93 — 35,48 p'*< 0,001

SIK?,n=34 23,80 14,75 — 44,27 p**<0,001

BK?, n=18 10,55 6,40 — 17,77 p*3<0,001

Kourpoms?, n=21 5,50 3,05-9,50 p>*=0,012
[Ipumeuanue: '?° — ycraoBHAas KOAWPOBKA IPHU3HAKOB IS IPEACTABIECHUS

PE3YIHTATOB OIEHKH CTATHCTHYCCKH 3HAYUMBIX Pa3TUIHMA

[ToporoBoe 3HayeHuUE, MPU KOTOPOM OTPEILISUIUCh HauboJiee ONTUMaIbHbIE Se U
Sp (55 % u 90,4 %) B nuddepennmarun B3K 1 koHTposIbHOM TpyIIbl cocTaBuio 12,1
ur/mi (AUC = 0,844; 95 % JAU: 0,755 — 0,934, p <0,001).

Anti-MAA-IgG muddepennuporanu AK u BK ¢ Se 61,1 % u Sp 88,2 % npu
noporosom 3HaueHunn 22,8 ur/min (AUC = 0,807; 95 % JAW: 0,691 — 0,924, p < 0,001).

ITokazarenu antuten k uHTErpuHy avf6 (anti-avp6-IgG) y gereit ¢
BOCITIAJIUTEIIEHBIMU 3a00JI€BaHUSIMH KUIIICYHAKA

Ypoau anti-avp6-IgG Obum 3HauuTenbHO BbIMe Yy marueHToB ¢ B3K 1o
cpaBHEeHMIO ¢ KOHTpoJibHOM rpyrmoi (AUC (95% AN) = 0,920 (0,859 — 0,982), p <
0,001) (tabmuma 5.1.4). IloporoBoe 3Hauenue anti-avf6-IgG B amarnoctuke B3K

coctaBmio 28,3 ur/mi npu Se 65 % u Sp 92,3 %.
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Tabnuna 5.1.4 — CpenHuie ypoBHU B CHIBOPOTKE KpoBHU anti-avf6-IgG y nereli ¢

B3K
['pynma narmenToB | Me anti-avB6-I1gG, Hr/mi Qi—Qs p-3HaUYEeHUE
B3K!, n=52 58,80 37,10 — 84,22 p'+<0,001
SIK?, n=34 65,55 48,85 86,70 | p**<0,001
BK?, n=18 37,75 24,77 - 68,60 | p**=0,008
Kourpons?, n=21 19,00 14,00 — 23,70 | p**=0,001
[Mpumeuanue: '>3* — ycraoBHAas KOIMPOBKA MNPU3HAKOB JUIS MPEACTABICHUS

PE3YIHTATOB OIEHKH CTATHCTHYCCKH 3HAYUMBIX Pa3TUIHMA

Cpeaun namuentoB ¢ B3K anti-avp6-IgG muddepennmporanu AK u BK (AUC
(95 % AN) = 0,725 (0,586 — 0,863), p = 0,008). OnTuManbHble 3HAYCHUSI Se U Sp
JOCTUTAJIUCh TIPU MOPOroBoM ypoBHE B 39,5 Hr/mu u cocraBmsuia 55,6 % u 85,3 %
COOTBETCTBEHHO.

B Tabmume 5.1.5 npencraBieHa 4YacTOTa BBISBICHUS  TOJIOKHTEIBHBIX

Mokas3areJicu HCCICAYCMBIX aHTUTCII Y IIGTGI‘/'I OCHOBHOH U KOHTpOJ]BHOﬁ TPpYIIII.

Tadbmuma 5.1.5 - Yacrora BBIABIEHUS I[IOJOXUTEIBHBIX IIOKa3aTelen

HCCICAYCMBIX aHTUTCII Y I[GTGﬁ B CPAaBHUBACMBIX I'PYIIIIaAX

ITokasarens Kontpons!, | B3K?, K3, BK*4,
n=21 n=52 n=34 n=18 p
n % n % n % n %
Anti-GP2 3 15,8 |37 71,2 |19 55,9 |18 100 | p'2<0,001
pl3=0,005
p 4 < 0,001
p < 0,001
GAB 9 45 48 92,3 |34 100 |14 77,8 |p'2<0,001
p 13<0,001
pl4=0,027
p¥4= 0,008
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[Iponomxkenne Tabnuus 5.1.5

IToxazaTens Konrpoins!, | B3K2, K3, BK4,
n=21 n=52 n=34 n=18 p
n % n % n % n %
Anti-MAA- 2 10 36 69,2 |29 85,3 |7 38,9 |p!2<0,001
IgG p '%<0,001
p#=10,030
p34<0,001
Anti-avp6-1gG | 0 - 42 80,8 |32 94,1 |10 55,6 |p!2<0,001
p '%<0,001
p 1#<0,001
p34<0,001

[Ipumeuanue: '>3* — ycroBHAss KOAMPOBKA IPU3HAKOB JJIs IPEICTABICHUS
PE3YyJAbTATOB OLIEHKU CTATUCTUYECKH 3HAYMMBIX PA3IUIUi

[Tokazarenb UHTEPIPETUPOBAIICS KAK «IOJOKUTEIIbHBIIN B ClIydae, €CJIM OH ObLI
BEIIIIC TIOPOTOBOTO YpoBHsA, muddepennupyromero nereir ¢ B3K u koHTposbHOI
rpynmel. OTO 3HAYeHUE cocTaBuiio 2,5 Hr/mi mis anti-GP2, 87,4 ur/mn st GAB, 12,2
st anti-MAA-IgG u 28,3 ur/mn mis anti-avBo-1gG.

5.2 Kiinnn4eckoe 3HaYeHUE UCCJIelyeMbIX CePOJIOTHYeCKUX MAPKEPOB

5.2.1 Iloka3aTeu aHTUTEJI K IVIMKONPOTEHHY 2 AMHAPHBIX KJIETOK
MO/IZKeJTyI09HOM keye3bl (anti-GP2) y nereii ¢ BocnajauTeIbHbIMH 3200/1€eBAHUSIMU
KHIIEYHUKA

GP-2 »skcnpeccupyercss NPeHMMYyIIECTBEHHO Ha M-KJIeTKax KUIIEYHUKA W
y4acTByeT B TOJJICPKAHUM LEJIOCTHOCTU CJIM3UCTOrO Oaphepa, a Takxke B
bopMHpOBaHMH  MYKO3aJIbHOTO  HUMMyHHOro  orBera. AnTtutenma k  GP-2
paccMaTpUBAKOTCS KAaK MOTEHUMAJIBHBIM ceposiornuecknii Mapkép bK; ux BwicOkme
MOKa3aTelId aCCOIUUPYIOTCS ¢ 00JIee BBIPAKECHHOW BOCHANIHMTENILHON aKTHBHOCTHIO U

OCJI0KHEHHBIMU BapHaHTaMM TCUCHUA 3a00JIeBaHUS Y B3POCIJIbIX ITAIUCHTOB.
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[Ipr mpoBeneHMM KOPPEISLMOHHOIO aHAlW3a BBISBICHA 3aMETHOM TECHOTHI
npsiMas CBA3b MEXAy ypoBHsMHU anti-GP2 u kimHuueckoi aktuBHOCThIO BK 1o mikaie
PCDAI (1xy=0,582, p=0,011) (pucynox 5.1.1).
60,0 . .
50,0

40,0

30,0

20,0 .

Knununueckas aktusHOCTh 110 mkaine PCDAI

5.0 10,0 15,0
anti-GP2, ur/mn

Pucynox 5.1.1 - I'paduk perpecCHOHHOM (YHKUUH, XaAPAKTEPU3YIOIIHMA
B3aMMOCBSI3b KIIMHUYECKO# akTUBHOCTH 110 Iikane PCDAI u anti-GP2

Cpennue ypoHHU anti-GP2 ObiM 3HAYMTENBHO BBIIIE Y JAETEH C OCI0KHEHHBIMU
dhopmamu BK (crenosupyroreit u nenetpupyromei, n = 4) (Me 16,3 ar/mn [15,7; 16,9]),
YeM y MaIMeHTOB ¢ HEOCIOKHEHHOM (BocnanuTeasHoi, n = 14) ¢opmoii (Me 7,1 Hr/mn
[5,8; 10,9]), p=10,012.

[Tokazarenu anti-GP2 0wy BBINIE Yy I€TEH, KOTOPBIE MEPEHECTH XUPYPTrUUECKOe
BMEIIIATEILCTBO IO TTOBOAY CTEHO3a MicoreKanbHoro kinamnana (Me 15,3 ur/mi [14,4 -
17,4], n = 5), yeM y jAeTed, KOTOpPHIM HE MOTPEOOBAJIOCH ONEPATUBHOE JICUCHHE 3a

nepuon HaOmoaenus (Me 7,8 ar/min [5,7 - 10,4], n=13), p = 0,002 (pucyHok 5.1.2).
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Pucynoxk 5.1.2 - Cpennue nokazatenu anti-GP2 B 3aBUCHUMOCTH OT TOTPEOHOCTH
B XUPYpPru4€CKOM BMEIIATEIbCTBE

BeposATHOCTh XUPYpPrUuecKoro BMEIaTeabCTBa MPOrHo3upoBasiack npu anti-GP2
Boime 11,2 ur/mn, Se u Sp cocraBuiu 100% u 84,6%, cooTBeTcTBEeHHO. Takum o0pa3om,
anti-GP2 okazancs CTaTUCTUYECKU 3HAYMMBIM MPEAUKTOPOM OCJIOKHEHHOTO TEUYEHUS
bK'y neren.

Cpenan nabopaTopHBIX IOKa3aTelield ObUla YCTAaHOBJIEHA 3aMETHOM TECHOTHI
npsiMasi KoppenaiuonHas cBsizb Mexay ®K um anti-GP2 (p = 0,658, p = 0,003) y
nanureHToB ¢ bK u cnaboit TecHoThI ipsiMast cBsi3b Mexay @K u anti-GP2 (p = 0,299, p
=0,031) y naruentoB ¢ B3K B 1iemom.

YpoBuu anti-GP2 Obimu Bhillle y JeTEl C yMEPEHHOM SHIOCKOMUYECKOM
akTUBHOCTBIO 110 1iKasie SES-CD, o cpaBHeHuo ¢ MuHuMaiabHou p = 0,043 (pucyHOK

5.1.3).
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Pucynox 5.1.3 - Cpennue ypoBHu anti-GP2 B 3aBUCUMOCTH OT SHJOCKOMUYECKOM
akTuBHOCTU BK

YMepeHHast 3HIO0CKONMMYECKasi aKTUBHOCTh IPOrHO3UPOBAJIaCh MPU YPOBHE anti-
GP2 Bpmie 11,1 HI/MIT B CBIBOPOTKE KPOBH, S€ U Sp TaHHOW MPOTHOCTHYECKON MOJIEIH
cocraBmin 58,3 % u 100 % coorBercTBeHHO. [Ipu KOppensunoOHHOM aHanu3e ObLIa
oOHapy»€eHa YMEPEHHON TEeCHOTHI MpsiMas CBsI3b Mexay anti-GP2 u 3HavueHUs MU
mkanel UCEIS (p = 0,384, p = 0,025). Takum oOpa3oMm, NaHHBIA MapKep MOKa3al
HU3KYI0 YyBCTBUTEIBHOCTb /ISl POTHO3UPOBAHUS dHIOCKONNYEeCKOi akTuBHOCTU BK y
JETEN.

Hetu ¢ BK, xotopeim notpeboBanacek sckananus tepanuu 10 ['MBT 3a nepuon
HaOmoAeHus, UMenu OoJiee Bricokue ypoBHH anti-GP2 B neGrore 3aboneBanus: Me 11,2
ur/mn [11,1 — 16,6] (n = 7) nmpotuB Me 6,4 ur/mn [5,6 — 8,2] (n = 11), p = 0,006

(pucyHok 5.1.4).



87

15,00

11,20 ITorpebosanock mu Hasnauenne [ MUBT
10,00 B et
Ed na

anti-GP2, ur/mn

5,00

Pucynok 5.1.4 - Cpennue ypoBau anti-GP2 B 3aBUcHMMOCTH OT MOTPEOHOCTH B
HaszHaueHuu [ UBT
[Toporosoe 3rauenne coctaBuio 10,4 ar/mi npu Se 100% u Sp 81,8%.
brina pazpaboTaHa MpOTrHOCTHYECKAs MOJENIb [IJISl ONPEICICHUS] BEPOSATHOCTHU
HazHauenuss [UBT B 3aBucumoctu oT ypoBHs anti-GP2 wmeromom OuHapHOU
JOTUCTUYECKOM perpeccuu. Habimonaemast 3aBUCUMOCTb OMTUCHIBACTCS YpaBHEHUEM (4):
P=1/(1+¢e% x100% (4)
z=-5,322 + 0,469x%anti-GP2, ur/mn
rie P — omenka BepostHoctn notpedHocTH B I'MIBT y nereti ¢ BK, z — 3HaueHwue
noructuyecko ¢pynkuuu, anti-GP2, Hr/mi - ypoens anti-GP2.
CoryiacHO TOJy4eHHBIM JaHHBIM, MOXHO paccMarpuBarh anti-GP2  kak
noreHuanbHbil Mapkep B3K, B wactnoctu, bK, y nerei, Tak kak:
» Ilokazarenu anti-GP2 sa¢pdextusno nuddepenmupyrot aereii ¢ B3K u 310poBbix
JETEN.
» [Tlokazarenu anti-GP2 Obum accormuupoBaHbl C BBICOKOM KIMHHUYECKOM
AKTUBHOCTBIO, OCJIOKHEHHBIMH (GOpMaMH U YacCTOTOM XUPYPrUYECKOTO

BMCIIATCJIbCTBA Y IMAIMCHTOB C BK, YTO IIO3BOJIACT HCIIOJIB30BATh ,Z[aHHBIP'I
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Mapkep KaKk MPEAWKTOpP  HEOJIAronmpusATHOrO  KIMHUYCCKOTO  TEUYCHHS
3a0071€BaHMUS.
* Anti-GP2 oka3anuch 3HaYMMBIM TIPESIUKTOPOM HHTCHCU(HKAIIUU TEpaluu y

nereii ¢ bK.

5.2.2 Iloka3aTejin aHTUTEJ K 00KaJ0BUIAHBLIM KJeTkaM (GAB) y nereii ¢
BOCHAJIUTEJIbHBIMHY 3200/IeBAHUSIMH KUILIEYHUKA

bokanoBuHbIE KIETKH CEKPETUPYIOT MYIMHBI, oOecrieuuBas (GOpMHUpPOBAHUE U
MOJJICPKAHUE 3ALIUTHOIO CIIM3UCTOTO CJIOS, & TAKXKE YYAaCTBYKOT B MECTHOM MMMYHHOU
peryisiiud ¥ aHTUIE€H-TIpe3eHTanuu. VIMMyHHOOIIOCpENOBaHHAS  AECTPYKIUsA
OOKaJIOBUJIHBIX KJIETOK pPAacCMAaTPUBAETCS KAaK OJUH M3 KIIOYEBBIX MEXaHH3MOB,
CIIOCOOCTBYIONIUX HAPYIICHHUIO OapbepHOil PyHKIIMU U pa3zButuio K.

Cpennue ypoBHu GAB ObUIM 3HAUUTENBHO BBIIIE Y JACTEH C MAHKOJIUTOM, YEM C
JIEBOCTOPOHHUM KoJiuToM/TIpokTuTOM B Tpymme AK: Me 191,4 ar/mi [155,1 — 218,5], n
= 22, mpotuB Me 119,5 ar/mn [112,3 — 153,6], n = 12, p = 0,003 (pucynox 5.2.1).
[lokazatens GAB, Bblllle KOTOPOro MPOTHO3UPOBAIOCH TOTAJBHOE MOPAKEHUE

kumreunuka npu K, cocraBmiio 167,4 ur/mn npu Se 72,7% u Sp 83,3%.
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Pucynok 5.2.1 — Cpenaue ypoBaun GAB (Hr/mMin) B 3aBUCUMOCTH OT Jiokanu3anuu K.
Taxum 06pazom,
* GAB sBisieTcsi HU3KOUYBCTBUTEIBHBIM, HO BBICOKOCIEIU(DUUHBIM MapKepOM
B3K; naubonee ontumanbhuble mokazarenu Se u Sp GAB onpenensuich npu
nuarnoctuke K.

* Bricokne nokazarenu GAB Obun aCCoOMHUPOBAHBbI C TOTAJIBHBIM ITOPAKCHUCM

toncToi kumku npu AK.

5.2.3 Iloka3aTe/iu aHTUTE K MAJTOHOBOMY JIMAJIbACTHAY-AleTaNbAeT ULy
(anti-MAA-IgG) y aeTeii ¢ BOCHATUTEIbHBIMY 3200/1€BAHUSIMHE KHIIIEYHUKA
Antutena Kk MAA - BaxHeilleMy NPOAYKTY MEPEKUCHOTO OKUCIEHUS JTUIUIOB -

MOT'YyT OBITH I10JIE3HBI JJIA OLCHKHU TAXKCCTHU K n IMPOTHO3NPOBAHUA CHUCTCMHBIX

ITPOSIBJICHU.

[Ipu cpaBuenuu nokazateneit anti-MAA-IgG ¢ 3aBucumocTu ot nokanuzamuu K
HaMU OBUTM BBISIBJICHBI CTATHUCTUYECKH 3HAYMMBIC Pa3lIMYMs: CPEIHHUE YPOBHH anti-
MAA-IgG Obutu BbIIIe y feTel ¢ ToTaibHBIM KonuToM (Me 37,7 ur/mi [29,5 — 52,3]),

gyeM ¢ JeBoctopoHHuM (Me 16 ur/mi [12,3 — 37]), p = 0,032.
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He Obuto oOHapyxkeHO B3amMOCBs3M MexAy anti-MAA-IgG u xiImHHUYECKOn
aktTuBHOCTHIO SIK mo mikane PUCAI mo pe3ynbratam KOppensiiMOHHOIO aHanu3a (p =
0,272, p = 0,119). B rpynne BK Bricokne moxkazarenu anti-MAA-IgG Obimu
aCCOLIMMPOBAHbI C BBICOKOM KIMHUYECKOM akTUBHOCThIO mo mikaie PCDAIL: Me 16,5
ur/mn [12,4 — 20,8], n = 13, npotus Me 7,3 ur/mia [6,1 — 9,8], n=6, p = 0,016 (pucyHox

5.3.1).

25,00

20,001

KIuHMecKas AKTHEHOCTE
BK mo mmrane PCDAI

15,00 £3 Jlergas/cpeaHeTmAe 13T
g5 [IEeTas

anti-MAA-TgG. arin

10,00

5.00

Pucynok 5.3.1 — Cpennue ypoBuu anti-MAA-IgG (Hr/Mi) B 3aBUCUMOCTUA OT
kinHn4eckor aktuBHOCTH BK no mkane PCDAI

[ToporoBslif ypoBeHb, BBIIIIE KOTOPOTO MPOTHO3UPOBAIACH TSKENasi KIIMHUYECKAs
aktuBHOCTh BK, cocraBun 12,4 ur/mn (AUC = 0,877; 95% JU: 0,714 — 1,000, p =
0,016), Se 76,9% u Sp 100%.

Cpennune mokazatenu anti-MAA-IgG (Me 58,7 ur/mn [51,4 — 62,7], n = 3) Obutn
BhIe y feteit ¢ SIK ¢ mopakeHnem CcycTaBOB MO CPAaBHEHHIO C I€TbMHU 0€3 CyCTaBHOTO
cuaapoma (Me 34,3 vr/ma [19,3 — 44,3], n = 31) WM ¢ UHBIMH BHEKHIIICYHBIMHU

nposisinerusmu (Me 33,9 ur/ma [29,1 — 39,5], n = 5), p = 0,045. [TopakeHne cycTaBoOB
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npu K BeisBisiocs npu 3HayeHun anti-MAA-IgG Boimie 44,2 ur/mi ¢ Se 100% u Sp
67,7%.
[Ipu uccnenoBanuum B3aumocBsizu anti-MAA-IgG u nabopaTopHbIX MapaMmeTpoB
nipu SIK ObuH BBISIBIICHBI CIIEIYIONIME 3aKOHOMEPHOCTH (Tabiuia 5.3.2).
Tabmuma 5.3.2 — BzaummocBszp ypoBHs anti-MAA-IgG ¢ mabopaTopHbIMU

napamerpamMu nauueHToB ¢ AK

IToka3arenu XapakTepucTruKa KOPPESIIMOHHON CBSI3U TTOKa3zarenei ¢ anti-MAA-
IgG
p TecHora cBs13u o mkaine Yengnoka p

JICHKOLMTHI 0,565 3amerHas <0,001
Tpomboruter | 0,349 YMepeHHas 0,043

COD 0,532 3ameTHas 0,001

CPb 0,521 3amerHas 0,002
AnbOyMuH -0,445 YmepeHnnas 0,008

YpoBeHb neikonuToB KoppenupoBan ¢ anti-MAA-IgG kak B rpynmne AK, tak u B
rpynmne B3K B nenom (ry = 0,312, p = 0,024), Ho "e npu bK (rxy = -0,305, p = 0,219).
Takum 0Opazom, ObuIa ycTaHOBIIEHA npsMast cBA3b anti-MAA-IgG co 3nauenusimu COD,
CPb, neiikonMToB M TPOMOOIMTOB, M OTpHUIATENbHAS CBSA3b C KOHIICHTpAIHEH
ChIBOpOTOUHOTO ansOymuna npu K, Ho He mpu BK.

He 0b10 00Hapyx’eHo B3auMOcBs3u Mexay anti-MAA-IgG u sHA0OCKONMMYECKOM
Y TUCTOIOTHYeCcKOM akTUBHOCTHIO Kak npu K (p = 0,879 u p = 0,578 COOTBETCTBEHHO),
tak 1 npu BK (p = 0,614 u p = 0,670 cCOOTBETCTBEHHO).

Boicokne mnoxazarenu anti-MAA-IgG B naelrore 3aboneBaHMsl OKa3ajiuCh

CTaTUCTHUYCCKH 3HAYUMMbIM IIPCAUKTOPOM HGO6XOI[I/IMOCTI/I B HazHaueHuu I'KC y



92
narmeHToB ¢ SIK. 'KC B nebrote Obimm HaszHaueHnbl 7 mammentam c¢ SK, cpennuit
ypoBerb anti-MAA-IgG cocraBun 56,7 ar/ma [49,9 — 60,6] mpotuB Me 33,9 ur/ma [16
—41], n =27, p = 0,007. B npocniektuBHOM Habmonennu ['KC Obuti Ha3HAYEHBI €IIle
TpeM ManueHTaMm, TakuMm obpazom Me anti-MAA-IgG cocrtaBuma 49,9 ur/mn [42,7 —
58,2], n = 10, mpotuB Me 29,8 ur/mn [14,5 — 37,1], n = 24, p = 0,005. Dckanarus
teparnu 10 ['KC mporunosupoBanacsk npu 3Hadennn anti-MAA-IgG Beime 45,1 aHr/mi.
UyBCTBUTENBHOCT W  CHEHU(PUYHOCTh MOJIYYEHHOM MPOTHOCTHYECKOW MOAENN
coctraBmiu 85,7% u 88,9%, coorBeTcTBeHHO. Habmromaemas 3aBUCHMMOCTE OIMCHIBAETCS
ypaBHeHUEM (5):
P=1/(+e-z) x 100% (%)
z = 3,655 - 0,070%anti-MAA-IgG, Hr/mn
rae P — onenka BepoarHoctr sckananuu tepanuu 10 ['KC y nereit ¢ SAK, z — 3HaueHune
noructuyeckor pynkuuu, anti-MAA-IgG, ur/min — anti-MAA-IgG, ur/m.
3a HaOM0AaeMblil IEPUO]] KOJIOHOCKOTIHS IIOBTOPHO BBIMOJHSIACH 17 manuenTam
¢ K, u3 Hux 13 denoBek, y KOTOPbIX HE ObllIa JOCTUTHYTA YHJAOCKOIMYECKasi peMHUCCHS,
MMeIIM BbICOKHE Toka3arenu anti-MAA-IgG B nebrote (Me 44,20 [32,10 — 54,70] o
cpaBHeHuto ¢ Me 19,35 [14,12 — 24,45] p = 0,049). HecmoTps Ha TO, 4TO HE OBLIO
CBS3U JIAaHHBIX MapKEpPOB C SHIOCKOMUYECKOW kapTuHOW B nebiore K, BbicOokue
ypoBHH anti-MAA-IgG oka3anuch NpeIuKTOPOM COXPAHSIOMICHCS IHIOCKOIMUYECKOU
AKTUBHOCTHU B NMPOCTIEKTUBHOM HAOIIOCHUH.
Takum 06pazom,
* Anti-MAA-IgG  npoaeMOHCTPUPOBAIM  BBICOKYIO  YYBCTBUTEIHHOCTH B

muarHoctuke B3K u auddepennmanuu SAK u bK.
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* Bricokue ypoBHu anti-MAA-IgG y nmanuentoB ¢ K Obutu accormmpoBaHbl C
pacOpoCTPaHEHHOCTBIO  MOPAXKEHHUS  TOJICTOM  KUIIKH, BBIPAKEHHOCTHIO
CUCTEMHOI0 BOCHAJICHUS M IMOpaXXeHWeM CycTtaBoB. OrmnpeneneHne IaHHOTO
MapKepa MOXXHO PEKOMEHJOBAaTh KakK JIOMOJHHUTENbHBIN J1a00paTOpPHBIMA
KPUTEPHI OLIEHKH aKTUBHOCTH K.

* Bricokue mnokaszarenn wuccienyembix aHTuTen B AeOrore K oxazamuch
NpeIUKTOpOoM MHTeHcu(pukauuu Tepanuu (HazHauenue ['KC) u mepcucreHnmu
HHJOCKOMMYECKOM aKTUBHOCTH. Takum oOpazoM, Bbicokue anti-MAA-IgG
MOI'yT  paccMarpuBaTrbCi  Kak  KpPUTEpUH, ONPEACIAOIUNA  PUCK

HeOmaronpusitTHoro Teuenus K y nerei.

5.2.4 Iloka3aTein aHTUTE] K HHTerpuny avfp6 (anti-avp6-IgG) y nereii ¢
BOCHAJTHUTEJIbHBIMH 32001 BAHUSIMH KUIIIEYHUKA

HNuTernH-avp6 urpaet BaxHyIO poJib B MOJJEPKAHUA MEXKKIETOUHBIX KOHTAKTOB
U IEJIOCTHOCTH CJIM3UCTON OO0OJIOUKH TOJICTOW KuIKH. CleoBaTeNbHO, aHTHUTENA K
HEMY MOTYT OTpa)KaTh TSXKECTh dHJIOCKOMUYECKOTO MopakeHus y namueHToB ¢ AK, uro
MOATBEPKIACTCS SAMHUYHBIMU UCCIICAOBAHUSIMU CPEIU B3POCIBIX MAIMEHTOB.

[Ipyu mpoBeleHUH KOPPEJSIIUOHHOTO aHaM3a HE YJalOCh OOHAPYKUTh CBS3b
anti-avp6-IgG co 3nauenusimu mkansl PUCAL (p = 0,229, p = 0,193) u PCDAI (p =
0,020, p = 0,938). bonee neranbHBIA aHAIU3 TMO3BOJIMI BBISIBUTH B3aUMOCBS3bL anti-
avp6-IgG co crnenyromumMn KIMHUYECKUMHU apameTpamu aetei ¢ SAK: mokaszarenu anti-
avp6-IgG ObIM 3HAYUTENBHO BbINIE Y JETEH C BBIPAKEHHBIM PEKTAIbHBIM

KpoBoTeueHrneM (Oosee, ueM B 50% koaudecTBa cTysna) U a0JJOMUHAIBHOU OOJIBIO, UTO
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MOATBEPKIAETCSA MPSAMBIMU KoppemsiunoHHbIMU cBs3simu (p = 0,805, p = 0,738, p <
0,001, cooTBeTcTBeHHO) (TabnuIa 5.4.2).
Tabnuua 5.4.2 — Cpennue ypoBuu anti-avp6-IgG y nereii ¢ SIK B 3aBucuMocTu

OT BBIPAKCHHOCTH PCKTAJIBHOI'O KPOBOTCUCHH: U 36HOMHH3HBHOﬁ oo

I'paganuu Me anti-avf6- Qi—Qs p-3HaYeHUE
IgG, Hr/mn

Her pekranbsHOro KpoBoTeYeHus !, 36,80 24,00 — 39,50 p'3<0,001
n=>5 p>3=10,001
He3nauuteapHoe PEKTAIBHOE 49,50 4475 — 63,80
KpoBoTeueHne?, n=11
3HAYUTEIIbHOE pPEKTaIbHOE 86,70 76,92 — 89,12
KpoBoTeueHne®, n=18
Her 6onu*, n=4 35,50 31,65 —41,88 p*6<0,001
Boimbio  MOXKHO  IpeHeOpeusn’, 55,20 45,12 - 68,50 P>6=0,001
n=16
CunbHas a0noMHUHANIbHAS OOJIBS, 87,00 84,22 — 89,28
n=14

[Mpumeuanue: 23436 — ycioBHAas KOIUPOBKA IMPU3HAKOB IS IIPEICTABICHUS

PEe3yJbTAaTOB OLICHKU CTATUCTUYECKU 3HAYUMBIX Pa3IuIUil

b1 ipoBeieH cpaBHUTENbHBIA aHANIU3 ypoBHs anti-avf6-IgG B 3aBucuMocTH OT
TskecTH 3HA0cKonnyeckoro nopaxkenus npu AK u bBK nmo mkanam UCEIS u SES-CD
cooTBeTcTBeHHO. [lokazarenu anti-avP6-IgG OblTM TOCTOBEPHO BBIIIE Y MAIUEHTOB C
AK ¢ yMepeHHOW M BBICOKON 53HAOCKOMUYECKOW AaKTUBHOCTBIO, YEM Yy JHETEH C
MUHUMAJIbHOM aKTUBHOCTBIO, UTO TOJITBEPAACTCS BBISBJICHHOW Koppensiuei (p =
0,381, p =0,004). B rpynnie BK Bricokue anti-avB6-1gG Takxke ObLTH acCOIMUPOBAHBI C
AHIOCKOMUYECKOM akTUBHOCTHIO 1O 1mKane SES-CD (rxy = 0,595, p = 0,009). Boicokue
nokazatenu anti-avp6-IgG ObUTH CBA3aHBI ¢ SHI0CKONMMYECKOM akTuBHOCTRI0O B3K Kkak B

KOJIMYECTBEHHOM, TaK M B KaTEropuajibHOU ee uHTepnperanuu (tadnuia 5.4.3).
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[Tpu SAK ymepeHHast/BbICOKass HIOCKOMUYECKAs aKTUBHOCTH MPOTHO3UPOBAJIACH
npu ypoBHe anti-avp6-I1gG Beitme 73,6 ar/mia ¢ Se u Sp 54,5% u 95,7%.
Tabnuua 5.4.3 — Cpennuie ypoBHu anti-avB6-I1gG y aereit ¢ B3K B 3aBucumocTtu

OT DHJOCKONHUYECKON aKTUBHOCTHU

Juarno3s | I pamganuun Me anti-avp6-1gG, Qi — Qs p-3HayYeHUE
HI/MJI

MunuMasbHas 57,1 41,7-179,3 p = 0,004
SIK aKTUBHOCTh, N=23

YMepeHnHas/BeIcOKast 87,2 71,5 - 89,6

aKTUBHOCTh, n=11

MunuMajbHas 25,3 16,9 — 33,7 p=0,009
BK aKTUBHOCTH, N=8

YmepeHnnas 77,4 64,3 — 80,5

aKTUBHOCTB, n=10

B xone mpocnekTUBHOTO HAOMIOJEHUST HE ObUIO OOHAPYKEHO CTaTHUCTUYECKH
3HAUYUMOMN Pa3HUIBI MEXIY ypoBHAMH anti-avf6-IgG B 3aBUCHMMOCTH OT MOJy4aeMou
tepanuu y nanueHtoB ¢ K u bK npu nunamuyeckom HaOmoaeHun (tabnuma 5.4.4).

Tabnuna 5.4.4 — Cpennue ypoBHH anti-avp6-I1gG y aereit ¢ B3K B 3aBucumocTn

oT HOHy‘IaeMOﬁ TCpaliuy B JUHAMHKC

Tepanus | Me anti-avp6-1gG, ur/mn | Q1 —Q3 | p-3Ha4YECHHUE
SI3BEHHBIN KOJIUT
ACK, n=25 69,5 57,55-814 0,516
I'KC/TUBT, n=9 74,8 67,8-82,7 0,651
bosie3sns Kpona
ACK, n=6 33,85 14,17 -51,77 0,883
I'KC/TUBT, n=12 39,3 21,13 -71,93 0,555

Ha ocHOBaHMM MOJyYEHHBIX PE3yIbTATOB MOXKHO CHENaTh BBIBOJ, YTO anti-avp6-

IgG sBnstoresa noreHmanbsHoM MapkepoM B3K, B wactHocTh, SK, Tak kak:
* Anti-avB6-IgG o6mamaroT BBICOKOH crenupuIHOCThI0 Tpu auddepeHmanm
K wu BK, 4To mMO3BOJIET WX HCHOJB30BAaTh B KAayeCTBE HWHCTPYMEHTA

g depeHnnaIbHON JUarHOCTUKH.
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CTaTUCTUYCCKHU

3HQUUMO KOPPEIMPOBATH  C

BHHOCKOHHHCCKOﬁ AKTUBHOCTBHIO S3BEHHOI'O KOJHTAa U OO0JE3HH KpOHa, qTo

YKa3bIBACT Ha CBA3b JaAHHOTI'O MapKEpa C TAXKCCTbIO BOCIIAJICHUS.

° CpCIIHI/IC IMOKa3aTCJIn AAHHOI'O0 MapKCpa HC OTINYAIMUCh B 3aBUCHMOCTH OT

HA3HAYCHHOI'O JICUCHHUA B IIPOCIICKTHBHOM Ha6J'IIOI[CHI/II/I, TaKuM 06p330M,

AHTHUHTCI'PUHOBBIC AaHTUTCJIA HC MOI'YT pPaCcCMATPHUBATLCA B  KAUCCTBC

MpPEeNKTOpa MHTEHCU(PUKaIMK Tepanun y nanueHToB ¢ B3K.

5.3 luarHocTu4eckoe 3HAYEHHE COUYCTAHHOTO IPMMEHEHHS CePOJIOTNYeCKNX

MAapKepoB MPH BOCHATHUTEIbHBIX 3200/1€eBAHUAX KUIIEYHUKA Y JleTel

HOK&?)&HO, AUArHOCTHYCCKAadA 4YYBCTBUTCIBHOCTb KaXXIAO0Oro CCpOJIOrHYCCKOIO

MapKepa o OTACIBHOCTH HeJocTaTouHa Jjisl jocToBepHoi nuddepennmarnun JAK nu BK

(Tabmuna 5.5.1).

Tabmuma 5.5.1 — OmnepalioHHBIE XapaKTEPUCTHKH M TOPOTOBBIE 3HAYCHHE

MapkepoB s qudepennmansaoi auarnoctuku K n BK

[loxa3arenn ANCA | ASCA- | ASCA- | Anti- | GAB | Anti- Anti-
IgA IgG GP2 MAA-IgG|lavpB6-1gG
[Toporosoe 3nauenue,| 0,5 9,5 10,2 2,5 84,7 22,8 39,5
HT/MJI
Se, % 51,3 69,2 65,4 55,6 | 61,1 61,1 55,6
Sp, % 77,2 91,1 93,7 91,2 | 91,2 88,2 85,3
beun  paccuMTaHbl UyBCTBHUTEIBHOCTh M CHEHM(PUYHOCTH IS  Pa3IMYHBIX

KOM6HH3HHﬁ CCPOJIOTHYCCKHUX MAPKEPOB, U BBIJACIICHBI COUYCTAHUA, O6€CH€‘{I/IBaIOHII/IC

HAaWIY4IIyl0 JIMarHOCTHYECKYI0 To4YHOCTh Tpu Bepudukauuu ¢opm B3K. brua
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MIPOBE/ICHA OIEHKAa CYMMApHOH JHCKPUMHUHAIIMOHHOW CIIOCOOHOCTH OMOMAapKepoB W
MIOCTPOCHBI MPOTHOCTUYECKUE PETPECCUOHHBIE MOJIEIIH.

BepositHocTs K onpenensiiacek mo Gpopmysie (6):

P=1/(1+e-z) x 100% (6)

rie z = 4,515 + 0,350xanti-MAA-IgG, ar/man + 0,796xANCA, en/min -
0,201xASCA IgA, en/m.

UyBCTBUTENBHOCTh U CHEHUPUIHOCTH TMOJIYYCHHOM MPOTHOCTUYECKON MOJIETU
coctaBuim 83,3% u 100% cOOTBETCTBEHHO.

BepostHocts BK onpenensnace mo ¢popmye (7):

P=1/(1+e-z)x 100% (7)

rie z = -3,983 + 0,406xanti-GP2, mr/mn + 0,085xASCA IgA, ex/mm +
0,045xASCA IgG, en/mi - 1,993xANCA, en/mi.

YyBCTBUTEIBHOCTh W  CHEHU(PUYHOCTh JAHHOM PErpecCHOHHON  MOJENH
coctaBmiii 88,9% n 100% coOTBETCTBEHHO.

VYuuTeIBas moJlydeHHbIE JaHHBIE, OBLI IMIPEUIOKEH alropuTM auddepeHImanbHoi
muarHoctukn B3K u BbpIOOpa TepameBTHYECKOM CTpaTerMd Ha OCHOBE COYETAHUM
CEPOJIOTUYECKUX MapKepoB (PUCYHOK 5.5.1).

Hanuplii anroput™ nomoxetr auddepeHuuposarb noarunsl B3K B gedrorte
3a00eBaHUsA, CJIOKHBIX KIMHHUYECKHX CiIydasXx W B TEX CHUTyalusaX, Koraa
SHJOCKOMUYECKOE U  MOPGOJIOTHYECKOEe HUCCIETOBAaHUE HE MOTYT IIOCTaBUTh
OKOHYATEIBHYI0O «TOYKY» B YCTAaHOBJICHHMM JAuarfHo3a. Takxke, MpeICTaBICHHBIN
QITOPUTM  MO3BOJUT  CTpaTU(PUIUPOBATH  MAIMEHTOB  OTHOCHUTEIIBHO  pPHCKa

HC6JIaFOHpI/I$ITHOFO TeUYeHU 3a00JICBaHUS U 9CKaJIalnu TCparmm.
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Takum 00pa3oM, YCTaHOBJIEHbl KOMOWHALIMM CBIBOPOTOYHBIX MAapKEpOB C
HamOoJee ONTUMAIBHBIMHU OIlepaloHHbIME xapakTepuctukamu: ANCA/anti-MAA-
IgG/ASCA-IgA (Se 83,3%; Sp 100%) u ASCA-IgA/ASCA-IgG/anti-GP2/ANCA (Se

88,9%:; Sp 100%) nnsa nuddepenmmanproi quardoctuku SIK n BK.

I'IABA 6 KIMHUYECKUE CJIYYAHU
Kuannuveckuii ciy4aii Nel

HeBouka 15 15er rocnuTaIU3UPOBAHA IO HEOTJOXKHBIM IIOKAa3aHUSIM B
muarnoctudeckoe otaeneHue I'AY3 «/IPKb» M3 PT r. Kazanm c sxamobammu Ha
Pa3KMIKEHHBIN CTYJ 0 6 pa3 B CYyTKU C MPUMECHIO KPOBHU, OOJIM B )KMBOTE U TMOTEPIO
Beca (7 xr 3a 1 mecsir). BeieonucanHblie »kaioObl MOSBUINCH OKOJIO 6 HeNenb Hazall
MOCJIe MEePEHECEHHON pecpaTOpHON BUpyCHOM nHPekunu. Ha MOMEHT moCTyIieHus
OOBEKTHBHO: KOXKHBIE MOKPOBHI U BUIAUMBIC CIM3UCThIC (HU3UOIOTHUECKONW OKPACKH,
poct 164 cMm (z-score 0,32), Bec 36 kr, UMT 13.4 (z-score -3,67). [pixarenbHas,
CEPJIEYHO-COCYIUCTAsI U KOCTHO - CYCTaBHAsI CUCTEMbI O€3 MaTOJIOTHH.

[To pesynpraTam mabopaTopHOTO OOCIEAOBaHMS: B OOIMEM aHaIN3e KpPOBHU
MIPU3HAKH Kelle30/iepuIUTHON aHeMun (reMorioOuH — 95 r/m, sputponutel — 3,55 X
10'%/n1, uBeroBoii mokazarens 0,8), yckopenune COD (25 mm/4). B OnoXUMHYECKOM
aHanm3e KpoBu oTMmeuaetcs runoanboymuaemus 1o 29 r/m. ANCA 0,3 ea/min, ASCA-
IgA 44 en/mn, ASCA-IgG 64 en/mn, anti-GP2 6,5 ur/mn, GAB 96,1 ar/mn, anti-MAA-

IgG 9,8 ur/mn, anti-avp6-IgG 0,017 ar/mi.
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CornacHO IPOTHOCTUYECKUM MOJENSAM, BepoATHOCTh SK y manHOoro nmanmenra
paBaa: P =1/ (1 + e% x 100%, roe z = 4,515 + 0,350%anti-MAA-IgG, ur/ma +
0,796xANCA, en/mi - 0,201xASCA IgA, en/mi; z = -0,6602; P = 34,1%.

Bepositnocts BK paBua: P =1/ (1 + %) x 100%, rae z = -3,983 + 0,406xanti-
GP2, ar/mn + 0,085xASCA IgA, en/mn + 0,045xASCA 1gG, en/ma - 1,993xANCA,
en/mi; z=4,6781; P =99,1%.

Ecmu sto BK, BeicunThiBaeM BeposTHOCTH dckanaruu Tepanuu 10 [ UBT: P =1/
(1 +e%) x100%; z=-2,2735; P =9,3%.

ITo mamnpiM OI'JIC maronmoruu He BbISBICHO. 110 JaHHBIM MJIEOKOJIOHOCKOIIHUU:
TEPMUHAIBHBIM OTJIE] TOAB3JOIMIHON KHUIIKKM Oe3 martojoruu. Cnu3ucTtas TOJICTOU
KUIIKM HAa BCEM IMPOTSHDKEHUM OTEYHAs, TUIIEPEMUPOBAHA, KOHTAKTHO paHUMas.
layctpansi He BbIpaKeHa. 3aKIIOYEHHUE: JIHIAOCKONMUYECKass KapTUHA TOTAJIbHOIO
konuTta. [1o pesynpTaTam OUOINCHU: (PPArMEHTHI CIU3UCTON KUIIEYHUKA C BHIPAKEHHOU
muMdorIa3MoUTapHo HUHPUIBTPALIMEN C MPUMECHIO €IMHUYHBIX HEHUTpO(dUIOB U
MOBBIIEHUEM YHCJIA amoONTOTHYECKHX Tenel. KonumdecTBo kene3 CHUKEHO, KPUITHI
yrayOJeHbl, W3BUTHIE, KHUCTO3HO pACIIUPEHBI, TOBEPXHOCTh "BWILIHU(hOpMHAs".
3aKIOUYCHUE: B HCCIEIOBAHHOM MaTepHalle KapTHHA XPOHUYECKOrO HEMPEPBIBHOTO
muddy3HOro KoIuTa, 4TO He UCKITtouaeT kaptuny B3K.

bpur  BbICTaBIIEH ~ KJIMHUYECKUM  JUArHo3: HenuddepenurpoBanubrit
KOJIUT, CpeOHe-TSDKEJOW  cTeneHu  TsokecTd.  J[eOroT  si3BeHHOro  Kosura?
KenesonepunurHas anemusi, jerkod creneHu. BOH Ttsokenoit cremenn. Haznadena
tepanusi: 5 - ACK mepopaibHO M peKTalbHO, MPETHU3O0JOH M3 pacdera |Mr/Kr/cyr

IMapCHTCPAJIIBHO C IICPCXOAOM Ha HCpOpaHBHBIP'I IIpueM M IOCTCIICHHBIM CHH)KCHHCM
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JO3UPOBKH, WHQY3WOHHAS TEpamus, TacTPONPOTEKTHBHAS Tepamnus. Belrcana ¢
ITOJIOKUTENIBHOW TMHAMUKOW M PEKOMEHIAMAMU I0 IpueMy mpemnaparoB 5 - ACK nHa
MMOCTOSTHHOM OCHOBE.

Uepez &8 MecsleB [JI€BOYKAa TOCHUTAIM3UPOBAHA MOBTOPHO  IUIAHOBO.
CoxpaHsIOTCsl KanoObl Ha Pa3KMIKEHHBIM CTyl 0€3 MaTOJOTUYECKHX MpuMeced u
cmabocte. Ha ~ MOBTOpHOW ~ WIJICOKOJOHOCKONHMHM  OTMEYAaeTCsl  YXY/IICHUE
SHJOCKOMHUYECKON KAapTUHBL: TOMUMO TOPAKEHHUS TOJCTOM KHILIKH, CIIHA3UCTas
000J10YKa TEPMUHAILHOTO OT/EJIa MOJB3I0ITHON KUIITKUA C SI3BEHHBIMU J€PEKTaMU J10
2-3 cM, TOKPHITBIX (UOPUHOM. 3aKITIOYEHHUE: SHIOCKOMMYECKUE MPHU3HAKK OO0JIe3HU
Kpona B Bujie SI3BEHHOTO WJIEUTAa W S3BEHHOTIO KOJMTa. BricTaBiieH nuarHos: 00ie3Hb
Kpomna (A1b), uneokonut (L3), BocnanurensHas ¢popma (B1). IleguaTtpuueckuii mHaeKc
PCDAI 30 6amnoB. BOH ymepennoii crenenu. Ha3znauen azatuomnpud mo 50 Mmr/cyr.
Brinucana ¢ 1mojaoXuTenbHON JUHAMUKOM.

JIaHHBIM KJIMHUYECKUM CiIydyall T[OKa3bIBAET, YTO KOMIUIEKCHAs OIICHKA
cepoyiormueckux mapkepoB 3(dextuBHo auddepenuupyer mnoatunsl B3K B Tex
CUTyallMsiX, KOTJa TI0 pe3yibTaTaM 3HIAOCKOMUYECKOr0 U  MOP(POJIOrHYECKOro
MCCJICIOBAHMS HE TPEACTABISICTCS BO3MOXKHBIM BepU(UIIMPOBATH TUATHO3 B Je0I0TE
3a00JIeBaHUA.

Kuannuvecknii ciay4ait Ne2
HeBouka 11 7jer rocnuragu3upoBaHa 1O HEOTJIOXKHBIM [OKAa3aHHUSIM B
nuarHoctudeckoe otaencaue ['AY3 «/IPKb» M3 PT r. Kazanu ¢ xamobamu Ha
KUJKANA CTYJ 10 5 pa3 B CYyTKU C MPUMECHIO KPOBH (aJI0M U B BHUJI€ CT'YCTKOB), OOJIU B

®KuBOTE U motepro Beca (7 kr 3a 1 mecsi). XKamoObl BrepBbie MOSBUIUCH 3 HEAENU
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Hazaj. [lo naHHBIM OOBEKTUBHOIO OCMOTpA: KOXKHBIE TTOKPOBBI M BUJUMBIC CIU3UCTHIC
¢bu3monmornueckor okpacku, poct 140 cm (z-score -0,83), Bec 29 kr, UMT 14,8 (z-score
-1,38). [pixarenbHasi, CEpACYHO-COCYAUCTass U KOCTHO - CYCTaBHas CHUCTEMBI 0e3
MaTOJIOTHH.

[To pe3ynapTaToM JabopaTOpHOTrO 00CIEOBAaHUS MATOJOTUYECKUX U3MEHEHUN He
BoIsiBIIcHO. ANCA 1,9 en/mn, ASCA-IgA 4 en/mn, ASCA-IgG 4en/mn, anti-GP2 9,1
ur/mi, GAB 231 ur/mn, anti-MAA-IgG 44,3 ur/ma, anti-avp6-IgG 44 ur/mi.

Bepostaocts SIK y manHoro pedenka paBHa: P =1/ (1 + ¢?) x 100%, rae z =
4,515 + 0,350xanti-MAA-IgG, ar/mn + 0,796xANCA, en/mn - 0,201xASCA IgA,
ex/ma; z=19,728; P = 99,4%.

BepostaHocts BK paBra: P =1/ (1 + ¢%) x 100%, roe z = -3,983 + 0,406xanti-
GP2, ur/ma + 0,085%xASCA IgA, en/mn + 0,045xASCA IgG, en/mn - 1,993xANCA,
ex/mn; z=-3,555; P =2,8%.

Ecau sto SK, TO paccunteiBaem BeposTHOCTh dcKananuu tepanuu 10 I'KC: P =1
/ (1 +e-z) x 100%; z = 3,655 - 0,070*anti-MAA-IgG, ar/mn = 0,554; P = 63,5%.

ITo manuemm OI'JIC: Oe3 martosioruu. B xo/e WIICOKOJOHOCKOMUU OCMOTPEH
TEPMUHAJIBHBI OTJEN TMOJB3JOIIHOM KuIIKM Ha 10 cm - cim3ucras po3oBad,
Oapxatuctas. Cnu3ucTas TOJCTON KHUIIKK KYIOJIa CJIETIOW M BOCXOJSIICH 000109HOM
KHIIKE - OT€YHA, MEJIKOTOYECUHBIE SPO3HH, YCThE YEPBEOOPA3HOTO OTPOCTKA - CIU3UCTAS
OTE€YHAa, HEpPOBHAs, MEJIKOTOYEYHBbIE 3PO3UH, B OCTAJbHBIX OTAENaX (MOMEepEeYHO-
000/T0YHOM, HHUCXOJAIIECH 000M0YHON, CUTMOBUIHON W TPSIMOM) CIM3HUCTas OTEYHA,
pO30Basi, KOHTAaKTHO paHWMa, COCYIUCTBIA PHUCYHOK YETKHUM, MPOCICKUBACTCS

peryisapHo. ["aycTpanus BeIpakeHHas, IPocieKuBaeTcss paBHoMepHO. 1o pesynbraram
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Oouoricuu: (parMeHTbl CIM3UCTOM KHIIEYHHKA C YMEPEHHOH uHUIbTparueit
MONEPEYHO-00010YHOM, HUCXOASIIEH U IPSIMOM KUILKH, BhIpaK€HHAss HHPUIbTPALIUS B
BocxosIel kumke. [Toas3nomrHas Kumka 0e3 n3MEeHEHUH.

[ToctaBnen knuHudeckuid nuarHo3 «HemuddepenuupoBannpiii konut (debrot
SAK?), cpenneii crenenn Tsokectu. BOH nerkoit crenenn». Hasnadeno: mpenapatsl S -
ACK nepopaibHO U peKTaIbHO, MH(GY3UOHHAs Teparusi, FEMOCTATHUECKUE MperapaThl.
Brinucana co 3HaUUTEIBHON MOJIOKUTEIBHON TUHAMUKOM.

Yepes S5 mecsmeB peOCHOK TOCIMUTAIU3UPOBAH IMOBTOPHO C PEIUANBOM B
HEOTJIO)KHOM TOPSJIKE C Kamo0aMu Ha KUAKUN KPOBSHUCTBIM CTyJ, OOJM B JKHUBOTE,
YyBCTBO HEMOJIHOI'O OINOPOKHEHUS KHIIEYHHWKA. Ha MOBTOPHON HIIEOKOJIOHOCKOITHH
OCMOTPEH TEPMHUHAJIBHBINA OTAEN NOAB3IOIIHON KAIMKHY Ha 10 cM - cam3ucTas 04aroBo ¢
rpy0oil 3epHUCTOCTHIO. CNHM3UCTas TOJCTOM KHINKM HA BCEM MPOTSHKCHUM OTEYHA,
TUIEPEMUPOBAHA, BBIPAKEHHO KOHTAKTHO PaHUMa, MHOXECTBEHHBIE 3PO3UU (KPHIIT-
abcueccel). layctpamms craaxena. Ilo pesynpTaram OHMONCHMM — OTMEYaeTCs
«BUWJUTM(OPMHOCTBY» MOBEPXHOCTHOIO SIUTEIUS, SPO3UBHBIE J1€(PEKThI, CHUKEHUE
KOJMYECTBA JKEJIe3 W WX BETBICHHE, KPHUMTHI, KPUNT-aOCIECCHl, BBIPAKEHHAsS
muMdorIa3zMonuTapHas HWHOUIBTpAUS € HEOOIBIIOW MPUMECHI0 DO3WHOPHUIOB U
OOUJIHON MPUMECHIO HEUTPO(PUIIOB, B MPOCBETE COCYJIOB BCTPEUAIOTCS HEUTPOQPUIIBI.
3aKIIIOYeHUE: B MCCIEAOBAaHHOM MaTepuale KapTHHA XPOHUYECKOTO HENPEPHIBHOTO
mudy3HOr0 aKTUBHOTO KOJWTA, 4TO XapakTepHo misa K. BeicTaBieH KIMHUYECKUAN
JIAArHO3 «SI3BEHHBIN KOJUT, TOTAIBHBIA KOJIUT, OCTPOE TEUCHUE, CPEAHETKENAs aTaka.

PUCALI 556annoBy. Haznauen npeaan30yi0H 1 MI/KI/CyT mepopaibHO C MOCTETICHHBIM
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CHW)KEHUEM JIO3UPOBKH, TracTponpoTrekTuBHas tepanus, 5 - ACK mnepopaibHO u
pekTanbHO. PEOEHOK BBINKCAH € YIYYIIEHUEM, B COCTOSIHUN KIIMHUYECKOW PEMUCCHUHU.

OnucaHHBII ~ KIMHUYECKUW  ClOy4daldl  JONOJHUTENBHO  IOAYEPKHUBAECT

3¢ (HEKTUBHOCTH OLIEHKH COYETAaHUMN CEpOJIOTMUECKUX MapKepoB B AU depeHnanbHon

muarnoctuke B3K y nereii B ne0roTe 3a001eBaHus.
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3AKJIIOYEHUE

BocnanurenbHble 3a007€BaHUSl KUIIEYHUKA, TAaKUE€ KaK SI3BEHHBIM KOJIUT U
00s1e3Hp KpoHa, OTHOCATCSI K XpOHUYECKUM MYJIbTHU(AKTOpUaIbHBIM 3a00JIEBaHUSM, B
OCHOBE KOTOpPBIX JIeKaT HMMMYHOOIIOCPEJOBAaHHBIE MEXaHU3MBbl IOBPEKICHUS
CIM3UCTON 000JI0ukM KuileuHuka. Pannee Hawano B3K accounmnpoBaHo ¢ OBICTpHIM
IIPOTrPECCUPOBAHUEM MATOJOTUYECKOIO IPOIECCa, PE3UCTEHTHOCTBIO K CTAHIAPTHOU
TEpanuy U HEraTUBHBIM BO3JEHCTBHEM Ha (PU3NYECKOE pa3BUTHE, YTO OOYCIOBIUBAET
aKTyaJIbHOCTh CBOEBPEMEHHOW IIOCTAaHOBKM auarHosa. Pamnsas auarHoctuka B3K
CYLIECTBEHHO OCJIOKHSIETCS Pa3HOOOpa3sueM KIMHUYECKUX CHUMIOTOMOB W HaJIMYUEM
BHEKMILICUHbIX MposiBieHud. Juddepenunansuas nuarnoctuka BbK u K wnmeer
BaYKHOE 3HAUEHUE JJISl ONpEAENICHUs] IPOrHO3a U BbIOOpA TEparneBTUUECKON CTpaTeruu
[47].

OCHOBHBIMH  CEpOJIOTMYECKUMHU  MapKepamH,  HUCHOJb3YIOUIUMUCA  IIpH
munarHoctuke B3K, B mocaemame rtoael saBistorcst ANCA um ASCA. Opnako
HaKOIJIEHHbIE  KJIMHUYECKHE  JIAHHBIE  CBHUJAETEIBCTBYIOT O  CYIIECTBEHHBIX
OrPaHUYEHHSX ITUX TECTOB, CBA3AHHBIX C UX HEJOCTATOYHBIMH YyBCTBUTEIBHOCTBIO U
cnenupuyHOCThI0. COrIacHO AUTEPATYPHBIM JaHHBIM, BhisBIsieMocTh ANCA npu AK
Bapbupyetrcs oT 30 o 80% [63, 101, 137, 113], a npu BK — ot 5 1o 40%, uto co3naer
3HAYUTENBHYIO 30HY mepekpwitus [65, 96, 106]. Bwiasnsemocts ASCA mnpu BbK
cocraBisier 40-60%, a npu AK — 5-15%, npuuem 3Tu aHTUTENA TAKXKE MOTYT
OOHaAPYKUBATHCS U MPHU APYTUX 3a00JIEBAHUSAX KUIICYHUKA, HAPUMEP HHPEKITHOHHOTO
WIH aJlJieprudecKkoro renesa [42, 79]. B cBs3u ¢ BapuabenbHO# pacnpocTpaHEHHOCTHIO

WCCIICIOBAaHHBIX MapKEPOB Yy MAIMEHTOB C BepHPHUIMpPOBaHHBIM auarHozoM B3K
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aKTyaJIbHbIM CTAaHOBHUTCSI TIOMCK HOBBIX JUArHOCTHYECKUX MOAXOJO0B, B TOM UUCIE IS
muddepennmansaoit  auarHoctukn B3K. KitoueBbIMH XapaKTEpUCTUKAMH HOBBIX
TE€CTOB, MOMHUMO BBICOKOH HH(GOPMATUBHOCTH, IOJDKHBI OBITh HEWHBA3UBHOCThH (C
y4ETOM OCOOCHHOCTEM 1IeJ€BOM TpyMNmbl — JeTed), MPOCTOTa BBINOJHEHUS U
JOCTYITHOCTh JUIA JTA0OpaTOpWid CTAllMOHAPOB M TOMUKIMHHK. C y4eToOM OTHX
KpUTEpHUEB ObLT IPOBEIEH aHAIN3 OTCUYCCTBEHHOM M 3apyOEIKHON JTUTEPATYPHI C HEITBIO
BBISIBJICHUSI ~ TMOTEHUMAJIBHBIX  MApKEPOB,  COOTBETCTBYIOIIUX  COBPEMEHHBIM
TpeboBanusaM. [lo wToramM CKpWHHMHTA IS JANbHEHIIETO WCCICIOBAHUS OBLIN
OTOOpaHBl CJCAYIONIME aHTHUTENA: K TJIMKONPOTEWHY 2 alMHAPHBIX KIIETOK
MO/KEITy TIOYHOM kene3bl (anti-GP2), k 6okanoBuaHbM KieTkaMm (GAB), kK MaTOHOBOMY
nuanpaeruay-amnetanbaeruny (anti-MAA-IgG) u unterpuny avf6 (anti-avp6-IgG).

HccnenoBanre BKIOYAIO PETPOCHEKTUBHBIA M MPOCHEKTUBHBIA JTanbl. B
PETPOCIIEKTUBHOM YacCTH MPOBE/ICHA TMHAMUYECKAs OLIEHKA KIIMHUKO-IHArHOCTUYECKOMN
LIEHHOCTH PYTUHHBIX ceposiorndecknx MapkepoB B3K, ANCA u ASCA IgA u IgG c
y4eTOM TEUEHUsS M AaKTUBHOCTHU 3a0oJjieBaHMS. B NpOCHEKTHBHOW 4YacTH W3Yy4EHBI
YPOBHHU HOBBIX cepojiornyeckux MapkepoB (GAB, anti-GP2, anti-avp6-IgG, anti-MAA-
IgG) ¢ yuerom dopmbl B3K, kimuHHuUecKo#, 1a00paTOpPHOM, SHIOCKOIHMYECKON H
TUCTOJIOTUYECKON aKTUBHOCTU 3aboiieBanuii y manueHtoB ¢ B3K. JlomomHutensHo
ONPENEIICHO MPOTHOCTUYECKOE 3HAYECHHE TPAJAUIMOHHBIX M HOBBIX CEPOJIOTHMYECKHUX
MapKepoB C TOYKH 3pPEHHUS OSCKAJAllUd TEpanud U HEOOXOAUMOCTH OIEpPaTUBHOTO
BMEIIATENbCTBA. [ peann3alyyu MNOCTABIEHHBIX 3a/1a4 BBINOJHEHO KOMILJIEKCHOE
oOcienoBanue jgereii ¢ nmedrorom B3K, BKIroyaBmiee aHanu3 Kajlod0 M aHaMHe3a,

JaHHBIX O0OBEKTHBHOT'O OCMOTpaA, a TAKXKC PACHIMPCHHOI'O CIICKTpPa J'Ia60paTOpHBIX
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MCCIIETOBaHMM, TAKMX KaK OOMICKIMHIUYECKUE aHaTN3bl, ONOXUMUYECKOE UCCIIeTOBAHNE
KpOBH (C ompejeneHueM ypoBHsS o0uiero Oenka, anb0yMHuHa, TIIOKO3bI, X0JIECTEpHUHA,
MOYEBHUHBI, KpeaTWHWHa, OwnupyOuHa, C-peakTHBHOTO Oe€lKa, AaKTUBHOCTH
TpaHCaMWHa3), Mmoka3aresieil cucremsl remMoctaza (AUTB, MHO, IITU, ¢ubpunoren),
nMMyHoJiorndeckux nokasareneit (IgG, IgA, IgM), ceposornueckux mapkepoB (ANCA,
ASCA IgA u IgG, anti-GP2, GAB, anti-MAA-IgG, anti-avp6-1gG), a Takxke ypoBHs
dekanpHOTO  KaJbMpPOTEKTWHA.  TUTPBI  QHTUTEN  OMPENESUIUCh  METOJIOM
ummyHo(pepmenToro anammza (MDA). MHCcTpyMeHTanpbHas AMAarHOCTHMKA BKIIIOYAsa
MIPOBEICHHUE 330(aroraCTpoAyOJEHOCKONNN M HWIEOKOJIOHOCKOIUU CO CTYyNEeHYaTon
ouoricueil ¢ mocienyrommuM MOP(OIOTHUECKUM HCCIeAOBaHHEM OHWONTAaTOB, YTO
obecrieunyio  BepuUUKALMIO JUArHo3a ¢ OOBEKTHBHYIO OIICHKY aKTHBHOCTH
BOCIAJIMTENIBHOIO MpoIiecca.

B uccnenoBanve Obutn BKiIOYeHBI 118 mereit ¢ BrepBble JUArHOCTUPOBAHHBIMU
B3K, u3 Hux 79 nereit ¢ K u 39 — ¢ BK (ocHoBHas rpynna), a Takxe 21 yclIOBHO
3I0pOBBIN peOeHOK (KOHTpoJIbHAs Tpynna). KoHTposiasHas rpyrna Oblia conocTaBuMa ¢
OCHOBHOM TI0 TIOJIy M Bo3pacty, p > 0,05. Menuana Bo3pacta Ha MOMEHT BKJIIOUEHUS B
uccienoBanue cocrapmwia 14 net (11-16) y nmanuentos ¢ AK, 15 ner (13—-17) — y nereit
¢ BK u 15 ner (13-16) — B KOHTpodBbHOU Tpymnme. B peTpocrnekTUBHON YacTu
MCCJICIOBAHMS PACIIPEICIICHUE IO TI0Jly B OCHOBHOW TpyIIie OBLJIO COMOCTaBUMBIM:
cpenu mamueHToB ¢ AK mons mampuukoB coctaBuna 51,9% (n = 41), gonst neBovek —
48,15% (n = 38), cpenu naruenToB ¢ bK — coorBerctBenHo 56,4% (n = 22) 1 43,6% (n
= 17). OtieHka ypoBHEH HOBBIX CEPOJIOTHYECKUX MAPKEPOB MPOBEICHA y MOATPYMIIbI

nanyeHToB, Bkirovaronieil 34 pedenka ¢ AK, B Tom uucne 19 neBouek (56%) u 15
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ManbuukoB (44%), , Menuana Bo3pacrta 14 mer (11,5-15,7), a Takxe 18 nereii ¢ BK, B
ToM yucie 8 nesouek (44%) u 10 manpuukos (56%), meauana Bo3pacta 15 net (14-16).

HMuuamuueckoe ompeneneHue ypoBHed ANCA u ASCA BeimosnHeHo y 33
nanuenToB ¢ K u 12 manuentoB ¢ bK, cpennuii mHTEpBa)l MEXIy HUCCIEIOBAaHUSIMU
coctaul 6 wmecsneB [4—11]. IlomydeHHble MoOKa3zaTelu OBUIM COIOCTABJICHBI C
KJIIMHUYECKON aKTUBHOCTHIO 3a00JICBaHMUSI.

Ha MoOMEHT BK/IIOYEHHS] B HCCIEIOBAHME BCE MAIlMEHThl HAXOJWUJUCh B
KJIMHUYECKU aKTUBHOM cTaauu 3a0osieBanusd. Y nerei ¢ AK ymepeHHass akTUBHOCTD 11O
mkase PUCAI ormeuanacs y 58,2% o6cienoBanusix (n = 46), munumanbsHas —y 34,2%
(n = 27), Bbicokast — y 7,6% (n = 6). ¥ mauuentoB ¢ BK Bbicokas KIMHHYECKas
akTuBHOCTH 1o 1kasie PCDAI peructpupoBanack B 74,4 % ciydaeB (n = 29), nerkas u
cpenHeTsbkenass — B 25,6% caydaeB (n = 10). Hawmbomee pacnpocTpaHeHHON
nokanuzanuen nopaxenus npu AK sBassics ToTtanbHbI komuT (67,1%, n = 53),
JIEBOCTOPOHHUN KOJUT BBIABIsICA y 32,9% mnamuentoB (n = 26). Y nereit ¢ bK
npeodsanan wieokonut (71,8%, n = 28), TepMUHAIIBHBIA WJIEUT AUArHOCTUPOBAH B
28,2% ciyyaeB (n = 11).

B cTpyktrype denotunoB BK nomunupoBana BocrnanurenbHas gopma (66,7%, n =
26), Torla Kak CTPUKTYPHUPYIOIIas U MEeHeTpupyromas GopMbl BCTPEUAIHUCHh PEXKE — Y
20,5% (mn = 8) u 12,8% (n = 5) manueHToB COOTBETCTBEHHO. llepuaHanbHbIC
MposiBJICHUS 3a00sieBaHus oTMeueHbl y 41% nereii (n = 16).

B nebrore 3aboneBanus Beaylel KamoOOM SIBISJICS a0JOMUHAIBHBIA 0O0JIEBOI
cunapoM. OcTprie, cnacTuueckue 6oau otmedanuch y 44,3% nanuentoB ¢ K (n = 35)

nu y 33,3% mnauuentoB ¢ BK (n = 13), Torma kak TaHyume, Tymble O00Ju
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peructpupoBainuck y 55,7% nereit ¢ SAK (n =44) u'y 66,7% nereii ¢ BK (n = 26). [Ipu
SIK GomM CTaTUCTMYECKH 3HAYMMO Yallle JIOKaJU30BAIUCH B JIEBOW IOJB3AOIIHOMN
obnactu (44,3%, n = 35; p = 0,016). Hapyuienue ctyna ObUI0 XapaKTepHO MPAKTUYECKU
s Becex narueHToB ¢ AK (98,7%, n = 78) u nna 53,8% nereii ¢ BK (n = 21). uapes
HaOmoaamack y 38 % marnuentoB ¢ K (n =30) uy 10,3% (n = 4) — ¢ 6ose3nnto KpoHa.
nuapess ¢ npumecbio kpoBu — y 30,4% (n = 24) u 25,6% (n = 10) manueHToB
COOTBETCTBEHHO.

B crpykrype comyTcTByOIIEH NATOJIOTHHU Ipeolianaiu 3a00ieBaHMsl OpraHOB
NUIIEBapeHuss (XpPOHUYECKUH TacTpUT M TacTPOAYOJEHUT, peQIIroKc-330(arur,
IUCPYHKIIMK OWJIMApHOIO TPaKTa, (PYHKIIMOHAIbHBIC 3aIOpBl, IIEJIMAKUS), KOTOPbIE
BBISIBISITUCH Y 54,4% manuenToB ¢ K (n=43) u 'y 59% nauuentos ¢ bK (n = 23).
Buekuieunsie nposiBiienus ormedanuch y 17% nereit ¢ AK (n=14) u y 28% nanueHToB
¢ BK (n = 11). Ilopaxenue mnedyeHu (ayTOMMMYHHBIA T€NaTUT, TEPBUYHBIN
CKJICPO3UPYIOIINI XOJAHTUT) CTATUCTHYECKH 3HAYMMO Yallle BHISBISUIOCH Y MAllMEHTOB
c JAK — B 71,4% ciyuaeB (n = 10) cpean NallMEHTOB C BHEKHUILIEYHBIMU MTPOSIBICHUSIMU,
no cpaBuenuto ¢ 9,2% (n = 1) mpu BK (p = 0,049). Tecnas B3aumocsizb K u
MATOJIOTUU TICUEHW HAXOAWUT CBOE MOATBEPKACHHE W B JHUTEPATYPHBIX MEIUIIUHCKUAX
ucrounnkax [111, 121], 4ro B COBOKYNHOCTH C pe3yJbTaTaMU KIMHUYECKHUX
WCCIIEIOBAaHUIN aKTyalu3UpyeT HEOOXOAMMOCTh YTIyOJCHHOTO H3YYEHHS COCTOSHUS
remaroounuapHoi cucreMsl y nanueHTos ¢ K. M3onmupoBanHoe mopakeHne cycTaBoOB
O0TMeUaJioch y 4eThipex aereit (36,4%) ¢ bBK u y nByx aereit (14,3%) ¢ SAK (p = 0,076).
JlocToBepHBIM MpeAuKTOpoM HebmaronpusitHoro Tedennst bK siBnsieTcs 3aaepxka pocta

[110]. B Tekyimiem wuccleIOBaHUU 3aJep’KKa pOCTa OXKHIAAEMO Yallle BCTpeuyaiach y
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rpynnsl naiueHToB ¢ bK (y 28,2% nereit ¢ BK o cpaBuenuto ¢ 11,4% nereii ¢ K, p =
0,033).

AHanu3 1ab0paTOpHBIX MOKa3aTelied CBUJETEIHCTBOBAT, YTO MPAKTUYECKU Y
nosoBuHbI nereit ¢ B3K — y 44,3% maruenTtoB ¢ K (n = 35) u y 43,6% mnanueHToB ¢
BK (n = 17) — Obuia BbIsiBIEHA >KeNe30JeUIIUTHAS aHEeMHUs. Y CKOpEHHE CKOPOCTU
OCelIaHUs DPUTPOIUTOB peructpupoBasioch y 58,2% nereit ¢ SAK (n = 46) u 'y 76,9%
nanpeHtoB ¢ bK (n = 30). JlaHHble H3MEHEHHUs, BEpPOSTHO, OOYCIOBICHBI
XpPOHUYECKUMH BOCTaJieHueM M KpoBomotrepei [53]. Ilpu aHanmmuze OMOXMMHUYECKHUX
MoKazaTeliell ycTaHOBJieHO, 4To y marueHToB ¢ BK wamie, yem y mamuentoB ¢ K,
O0TMeYasioch noBblieHne ypoBHs C-peaktuBHOro oOenka (23,1%, n = 9 npotus 6,3%, n
=5, p=0,014) u runoans6ymunemusi (35,9%, n = 14 npotus 15,2%,n =12, p=0,019).
[ToBbrienrie ypoBHsi C-peakTHBHOTO O€lka M CHI)KEHHE KOHIICHTpAIllMu allbOyMUHA
OTPAKAOT BBIPAXKEHHOCTh CHCTEMHOIO BOCHAIMTEIBHOTO oOTBeTa. Kpome Toro,
TUN0ATILOYMUHEMUST aCCOLIMUPOBAHA C HapyllleHHueM OapbepHON (QYHKIHMU KUIICYHHKA
¥ CHUHJIpOMOM Majibabcoporuu [114].

[loBbiienne  3HaueHuit  mapkepoB  uuronmza  (AJIT, ACT) yame
peructpupoBaioch y nanueHtoB ¢ JAK (19%, n = 15 B 006oux ciayyasx), 4em y TpyIIIibl
nanueHToB ¢ 6osie3nbro Kpona (2,6%, n =1 % u n = 0 % coorBerctBeHHO) (p = 0,019 1
p = 0,002), 9aro cBsizaHO C Oo0Jiee BHICOKOW YACTOTOM TemaTOOMIMAapHOW MATOJIOTHH B
rpyme neren ¢ SK.

Y OombmuHcTBa mamueHToB ¢ AK (57%, n = 45) perucrpupoBanach
MUHUMAJIbHAsE HHAOCKOMHMYECKash aKTUBHOCTh 3aboneBanus, y 29,1% (n = 23) —

ymepeHHas U y 13,9% (n = 11) — Beicokass. Y mosioBuHbI Aetedt ¢ BK ormedanach
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yMepeHHas dHAocKonu4Yeckas akTUBHOCTD (51,4%, n=19), y 45,9% (n = 17) — nerkas u
y 2,7% (n = 1) — Beicokas. [Ipu 3ToM cneayer yuntbiBath, yTo npu B3K kinmHuveckas u
SHIOCKONMHYECKAas AaKTUBHOCTh HEPEAKO HE KOpPPEIHPYIOT, B CBA3M C YEM
MJICOKOJIOHOCKOTIHS C OWOTCUEl sBIseTcsl 00s3aTeNbHBIM METOIOM OIEHKU CTENEHU
TsDKecTH 3a0oneBanus [118].

[Ipn aHanu3ze NDPOBOAMMON Tepaluh YCTAHOBIEHO, 4TO mnamueHtam c K
CTaTUCTUYECKU 3HauuMo daie (62%, n = 7 6, p < 0,001) ana MHAYKIHUKA PEMUCCUU
Ha3HAYaJUCh TpEenapaTbl S-aMUHOCAIMIIUIOBOM KHUCIOTHI, MTPEUMYIIECTBEHHO B
KOMOWHUpOBaHHOW (opme (mepopanbHo u pektanbHo). [lanmentsr ¢ BK  wame
MOJTyYajii TITFIOKOKOPTHKOCTepouasl (57,9%, n =22; p <0,001) u IT'UBT (17,9%, n = 7),
YTO COOTBETCTBYET COBPEMEHHBIM KIMHUYECKUM PEKOMEHAAUUAM IO BEACHUIO
nanuenToB ¢ B3K [105].

Onpenenenue anturen ANCA u ASCA (IgA u IgGG) BXoauT B CTaHIapTHBIH
o0weM maboparoproro obciemnoBanms aeteit ¢ B3K [2, 19]. Beicokue ypoan ANCA
TpaguuuoHHo accouuupytorest ¢ SK [107] u, coriacHo auTepaTypHbIM JTaHHBIM, Yalle
BBISIBIIIFOTCS y JA€TE€ U MOAPOCTKOB [0 CPABHEHUIO CO B3POCIBIMHU ManreHTamu [63]. B
HACTOSIIIEM WcclieoBaHnn ToBbImeHne ypoBHSI ANCA OGomee 20 en/mn damie
peructpupoBanock y nanueHToB ¢ AK (55,7%, n = 44) no cpaBHEHHIO C TAlUEHTAMU C
BbK (7,7%, n=3; p <0,001), aro cormacyercs ¢ pe3yJbTaTaMH paHee OIMyOJINKOBAaHHBIX
nenuarpuueckux ucciegoBanuit [63, 106, 107]. I[lo manHbIM auTEepaTyphl, 4acToTa
BoisiBIIeHUsT ANCA y nereil ¢ SI3BEHHBIM KOJUTOM B cpenHeMm coctaBisieT 60—70%,
TOTJa KaK y B3pOCIBIX MAIEHTOB ATOT IMOKa3areihb Konedrnercs B mpeaenax 20-50%.

YysctButenbHocTh U crienuuunocte ANCA B auarHoctuke K B Hacrosmem



112
uccinenoBanuu coctaBuwiu 51,3 u 77,2% coorBercTBeHHO. B panee omyOiIMKOBaHHBIX
paborax ANCA xapakTepusyercs Kak MapKep ¢ HU3KOW YyBCTBUTEIBHOCTBIO (28—35%)
npu Beicokoi crierupuaroctu (80-95%) s AK.

B HacrosimieM wHcciieIOBaHMM TOKa3aHO, YTO y JAETEH C TOTAIbHBIM KOJIUTOM
(67,1%, n = 53) ypoBau ANCA ObUIM CTaTUCTHYECKH 3HAYMMO BBIIIC, YEeM TPH
neBoctopoHHeM koiuTe (32,9%, n = 26): Me 1,4 en/n [0,8-3,0] npotur Me 0,6 en/mn, p
= 0,004). Taxke yCTaHOBJIEHO, YTO y TAIMEHTOB C YMEPEHHONH U BBICOKOU
KIMHUYecKor akTuBHOCTHIO 10 mmikasie PUCAI (65,8%, n = 54) 3nauennss ANCA
MPEBBIIIANTN TAKOBbIE NTPU MUHUMAaIbHOU akTHUBHOCTH (34,2%, n = 25): Me 1,3 en/n
[0,8-2,2] mpotue Me 0,7 en/n [0,3—1,1], p = 0,030. CornacHo JaHHBIM HayYHBIX
TuTepaTypHbIX UCTOUYHUKOB, ANCA-TIO3UTHBHBIE MAIlUEHTHI UMEIOT 00Jie€ BBICOKUN
PHUCK pa3BUTHS TOTAIBHOTO KOJIUTA 1O cpaBHEHUIO ¢ ANCA-HeraTuBHbIMHM NallMEHTAMHU
[63, 101], uTO cornacyercs ¢ pe3yibTaTaMHU HAlIEro UCCleI0BaHus. BhIsBIIEHHAs CBS3b
ypoBHer ANCA ¢ pacnpoCTpaHEHHOCTBIO MOPAXKEHUS W CTENEHbI KIMHUYECKOU
AKTUBHOCTH MO3BOJISIET pacCCMaTPUBATh JAHHBIA MapKep Kak MOKa3aTelb, OTPaXKaOIIHiA
TsoKecTh TeueHus AK.

[To pe3ynpTaTam mpoBeAeHHOTO aHanu3a cpeauue ypoBHU ANCA ObUIHM BBIIIE Y
JETeH C COMYTCTBYIOMUM mopaxkeHuem medenu (Me 4,7 en/n [2,1-5,4], n = 10) mo
CpPaBHEHUIO C ManueHTaMu 0e3 renaroomnrapaoi matojgoruu (Me 1,0 en/nm [1,6-2,7], n
= 4). Ilo pganubiM nutepatypbl ANCA BBISBISUIMCH Yy OOJIBIIMHCTBA MAIUEHTOB C
MIEPBUYHBIM CKJIEPO3UPYIOIIUM XOJaHTUTOM (60—85%) u MmosToMy paccMaTpuBarOTCA
KaK Ba)XHBIM CEPOJIOTMYECKUU MapKep, OTPa)KaloIIUil CBSI3b MEXAy 3a00JeBaHUSMU

neyeHu u kumeyHuka [119]. Ilpu stom wuzonupoBanHoe omnpeaenenne ANCA npu
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MEPBUYHOM  CKJIEPO3UPYIOIIEM  XOJAHTUTEe HE  00JagaeT  CaMOCTOSITEIbHOM
JMAarHOCTUYECKOW IEHHOCThIO M HE BIMSIET HA TAKTUKY BEJICHMS IMAIlUEHTAa, OJIHAKO
ANCA-O3UTHBHBIM CTAaTyC y TaKuX ITAMEHTOB CIYKUT OCHOBAaHHMEM  JUIS
1IeJICHANPaBJICHHOTO TToMcKa 1 Bepudukanuu comyrcrByromiero B3K [119].

YpoBHH ANCA MPOJEMOHCTPUPOBAIH CTaTUCTHYECKHU 3HAYUMYIO
MOJIOKUTENBHYIO ~ KOPPEJSILIUI0 € JTAOOpaTOPHBIMH ~ MapKepamMH  aKTUBHOCTHU
BOCITAJIMTEIILHOTO TIpoIiecca: 9uciioM JierkonuToB (p = 0,368, p < 0,001), ckopocThio
ocemanus sputpouuToB (p = 0,515, p < 0,001), konuenrpanueit C-peakTUBHOTO OeKa
(p =0,290, p =0,010) u ypoBHEeM dekanbHOro Kanbnporekruna (p = 0,427, p < 0,001),
YTO COIIacyeTcs ¢ pe3ybTaTaMH paHee MPOBENCHHBIX nccienoBanuii [10, 53, 70, 127].

B xome koppemsmMoOHHOTO aHaiM3a BBISIBICHA cllabas mpsMas CBS3b MEXKIY
ypoBHeM ANCA u cymmoil 0amioB IO IIKAIE€ HSHAOCKONUYECKOM aKTUBHOCTHU
s3BeHHoro kosnmta UCEIS (p = 0,247; p = 0,027), Toraa kak JOCTOBEPHOU accolraliuu
C MHJEKCOM THCTOJIOTMYECKOM aKTUBHOCTU HE ObuIO ycTaHoBiieHo (p > 0,05). Panee
onyOJIMKOBAaHHBIE KCCJIEIOBaHUsI TakKe TIOKa3bpiBaloT, 4to omnpeneneHue ANCA
HeMH()OPMATUBHO JJIT MOHHUTOPWHTA DJHIOCKONMUYECKOW W  THCTOJOTHYECKOU
aktuBHocTHu K [10, 70, 127].

Cpennue nokazarenn ANCA B ne6rore SIK Oblu BhIlIE y MAIIMEHTOB, KOTOPHIM
noTpedoBaioch HazHaueHue ['KC B ganbHeiIeM Mo CpaBHEHHUIO C TEMU MallUEHTAMH,
KOMY 3cKanalus Tepanuu He norpedosanack (Me 1,4 [0,9-3,7] en/n, n = 26, npotuB Me
0,9 [0,3— ,6] en/n, n = 53, p = 0,020). OTaenpHBIC HUCCICIOBAHUS TOKA3aJIH, YTO
ANCA-N0710)KUTENBHBIN CTaTyC MOYKET paCCMaTPUBATHCS KaK MPEAUKTOP HA3HAYEHUS

ropMOHaJIbHOM Tepanuu y mnanueHToB ¢ K [24, 34]. TakuMm 00pa3om, ompeneiieHHue
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ANCA y nanueHToB ¢ BIIepBbI€ TUArHOCTUPOBAaHHBIM SIK moTeHInaipHO CrIocOOCTBYET
MEepCOHATU3AIMN TEPANECBTUYECKON TAKTHUKUA M YIYYIICHUIO KIMHUYECKUX HCXOOB.
[lepcrieKTUBHBIMU TPEACTABISIOTCS JaJbHEHIINE HUCCIEAOBAHUS, HAMPABJICHHBIE Ha
YTOYHEHUE MAaTOr€HETUYECKUX MEXaHU3MOB, JIGKAIINX B OCHOBE acCOIMAlMM TaHHOTO
Mapkepa ¢ pepakTepHOCThIO K TEPANUU U HEOOXOAUMOCTBIO €€ ICKAJIAlNK, a TAaKXKe Ha
pa3pabotky anroputmMoB BefeHUsT ANCA-TIO3UTHBHBIX MAIlMEHTOB C YYETOM
KIIMHUYECKUX XapaKTePUCTUK Y HAJTMYUSI BHEKUIIICUHBIX TTPOSIBJICHUH.

B orimmune or ANCA, monokurtenbHble aHTUTEeNa K Saccharomyces cerevisiae
(ASCA) npeumynieCTBEHHO BBIABISIOTCS Mpu 0osie3HU KpoHa u paccMaTpuBaroTCs Kak
oonee cnenuduuHbli ceposormdeckuii Mmapkep manHoro B3K. [101, 125]. CormacHo
JUTEPATypHbIM  HUCTOYHUKAM, KOIM4eCTBO  ASCA-TIONIOKUTENBHBIX  B3pPOCHBIX
naruenToB ¢ BK B mporieHTHOM oTHOlIeHUHU coctaBiaeT S0-65% [63, 96], cpenu nereit
oHO aocturaet npumepHo 60% [65, 106]. [To maHHBIM psima UCCIEAOBAHUM, 4acTOTa
BosiBiIcHUsT ASCA y maruenToB ¢ ne6rotom bK g0 13 ner mocturaer 73%, Torma Kak
npu no3aHeM jaeb6rore (mocie 40 ner) — Tombko 29% [51, 124]. B nHacrosmem
HCCIIeIOBaHUM TOJI0KHUTeNbHBIE ypoBHU ASCA-IgA Obutn 3aperucTpupoBanbsl y 76,9%
(n = 30) mauuentoB ¢ BK, ASCA-IgG — y 62% (n = 24) V 34 nereit ¢ BK (87,2%)
CyMMapHO OTMEUaJUCh MOJOXUTENbHbIE YypoBHU o0mmx ASCA, 4TO B cpeaHeMm
MPEBBIIIAET IOKA3aTENIW, OMHCAHHBIE KaK B NEAUATPUUYECKHX, TaK U BO B3POCIIBIX
Koroprax [63, 65, 96, 106]. BapnabenbHOCTh MOMYYEHHBIX PE3YJIHTATOB, BEPOSITHO,
oOyciioBlieHa TeM, 4YTO B  OOJBIIMHCTBE OMYOJUKOBAHHBIX  MCCIEIOBAaHUMN
onpenenstorcs cymmapubie ypoBHU ASCA 6e3 nuddepeHirpoBaHHON OIICHKA aHTUTEN

kiaccoB IgA u IgG. [omonHuTenbHbIM (AKTOPOM  SBISIOTCS  pazidyusi B
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HCTIOJB3YEMBIX JTA0OPATOPHBIX METOAMKAX U MOPOTOBBIX 3HAYEHUSAX, YTO OTPAHUYUBACT
BO3MOKHOCTH MIPSIMOTO COTIOCTABJICHUSI PE3yJIbTATOB MEXKy UccienoBanusmMu. [63, 101,
106].

Cpenu nereii ¢ K B Hamem uccineoBaHUM NOJIOKUTENbHBIE ypOBHU ASCA-IgA
ObUTH BBIsSIBICHBL y 16,5 % mamuentoB (n = 13), ASCA-IgG —y 8,9 % (n = 7), uro
KOppENUPYET C JIUTEPATypPHBIMU JAHHBIMH, COTJIACHO KOTOPBIM pPACIPOCTPAHEHHOCTH
ASCA-no3utuBHoctu npu SK y nmereit cocrtaBiser 5—15 % [37, 110]. Ilpu stom B
OOJILIIMHCTBE OIyOJIMKOBAHHBIX pa0OT aHamu3upyercs ooOmmii ypoBeHb ASCA 6e3
pa3ielicHus Ha OTHEJIbHBIE M30THUIIBI, YTO TAaKXE MOXKET BIHUATh HA YacTOTy HX
BoIsiBeHM: [37, 110, 119].

ASCA paccMaTpuBarOTCs KaK BBICOKOCIECHH(PUYHBIA CEPOJIOTHUECKHI MapKep
BK kak y B3pocCIibIX, Tak U Yy JI€TEH, a MO JaHHBIM JUTEPaTypbl, YyBCTBUTEIBHOCTh U
creuu(pUYHOCTh, JAaHHOTO Mapkepa BapbupyioT B npenenax 43-51 u 90-97%
cootBeTcTBeHHO [37, 55, 61]. B mHactosimeir padore Se m Sp ob6mmux ASCA s
mudepennuansHoi nuarHoctuku K u BK cocrasunm 51,3 u 97,5% coorBeTcTBEHHO,
st ASCA-IgA — 69,2 u 91,1% u nna ASCA-IgG — 65,4 u 93,7%. Takum oOpazom,
MOJIyYeHHbIE HaMU pe3ysbTaThl ToATBepxkAaroT, uto ASCA SBISIOTCS OJHUM U3
KJIFOYEBBIX CEPOJIOTHUUECKUX MapkepoB Oosie3nu Kpona.

Bompekn wumeromuyMces MEAUIIMHCKUM JIMTEPATYpPHBIM JIaHHBIM O HAJIWYUU
yCTOMYNBOM CBsI3U MEeXAY ASCA-TIO3UTUBHOCTBIO W TMOJIB3/IONIHOM JIokanu3anueit bK
[37, 50, 63, 72, 94, 97, 101, 109, 129], Ham HE yJIaJOCh BBISIBUTH CTAaTUCTUYECKU
3HaYUMBbIX pasznnuuid ypoBHS ASCA B 3aBucuMocTH OT Jokanu3anuu bK. BeposTho,

ATO CBSI3aHO C Te€M, YTO y OousbinHCTBaA Aereit (78,1%, n = 28) ¢ BK nuarnoctuposancs
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WJICOKOJIUT, YTO OTPAHMYMBAIIO BO3MOXKHOCTH CPABHEHHUS TMOATPYNI C Pa3THIHBIMU
BapHaHTaMU TTOPAKEHUSI.

[lo HamMM JaHHBIM, Y TIAIMEHTOB CO CTpUKTypupytomehd dopmoit BK ypoBHH
ASCA-IgA (Me 84 en/n [49 — 128], n = 8) ObUIM NMPaKTUUECKH B JIBA pa3a BHIIIIE, YEM Y
ManueHToB ¢ BocnanutenbHou (Me 34,5 en/n [9-74], n = 26) w/unu NMEeHETPUPYIOIICH
(Me 44 en/n [41-46], n = 5) dopmamu [116]. OnyOnukoBaHHBIE paHee UCCICAOBAHUS
JEMOHCTPUPYIOT B3auUMOCBsI3b ASCA-TIOJI0KHUTENIBHOTO CTaTyca C OCJIOKHEHHBIMU
dbopmamu BK — kak cTpukTypupyromiei, Tak u neHerpupyroei [21, 23, 25, 46, 66, 103,
118, 134]. IlonydeHHblE B XOJ€ TEKYIIErO0 HCCIEIOBaHUS PE3yJIbTaThl CBA3AHBI C
HEOOJIBIITUM KOJIMYECTBOM IMAIIMEHTOB ¢ MeHeTpupytoiiel Gpopmoii 3a6oneBanus (n = 5),
YTO 3HAYUTEILHO OTPAHUYHUBAET CTATUCTUYECKYIO MOIITHOCTb.

C ydJeTroMm acconpamuy C OCIOKHCHHBIMU (hopMamH, OblIa TpOoaHaTU3UpOBaHA
cBA3b ASCA-MONOKUTENBHOIO CTaTyca C 4acTOTOM ONEpaTHBHOIO BMEIIATEIbCTBA.
Cpennue mokazatenn ASCA-IgA (Me 83,5 en/n [52-96], n = 10), vo He IgG, OblTH
3HAQYUTEIBHO BBINIE y JETEH, KOTOPhIM MNOTPeOOBAIIOCH ONEpPaTUBHOE JE€YEHUE, IO
CPaBHEHHUIO C JIETbMH, KOTOPBIC HE IMOJABEPTaICh XHPYPTHUUECKOMY BMENIATEIHCTBY
(Me 34 [12-52], n = 20), p = 0,022. Ilony4yeHHble pe3yabTaThl COMOCTABUMBI C
UMEIOLUMHUCS JaHHBIMU JuTepaTypsl [14, 21, 29, 118]. Takum obpazom, ASCA-IgA-
MMO3UTHUBHBIC TTAIIMCHTHI UMEIOT 00JIee BBICOKHI PUCK MPOTPECCUPOBAHUS 3a00IeBaHUS
BIUTOTH JI0 OCJIOKHEHHBIX (POPM M HYXHAIOTCA B OoJiee TIIATETLHOM HAOJOICHUM.
MosekymsapHble MEXaHU3MBl ITOW CBSI3M, BEPOATHO, OOYCJIOBJICHBI TE€HETHYCCKU
JIETEPMUHUPOBAHHBIMA OCOOCHHOCTSMH WMMYHHOTO OTBETa W OaphepHOW (yHKIIUU

kumeynuka [21, 35, 37, 118].
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JlocTuxkeHre 3aKUBJICHUSI CIIM3UCTON OOOJIOUKHU KETYI0YHO-KUILIEYHOIO TpaKTa
SBJISIETCA  MPEAUKTOPOM  OJIATOMPHUSTHOTO  JIOJATOCPOYHOTO MPOTHO3a.  30JI0THIM
CTaHJapTOM OlLIeHKU 3axkuBieHuss CO ocTaeTcs HHIAOCKOMUYECKOE HCCIIEIOBAHUE CO
CTyleH4YaTol OWomcCHel, OJHAKO WHBA3UBHBIM  XapakTep OSTOH  MPOLETypHI
OTPaHUYMBAET BO3MOXHOCTb €€ 4acToro npopeAcHus. [1o HallluM JaHHBIM, MOKA3aTeNIH
ASCA He paznuuanuch B 3aBUCUMOCTH OT SHJIOCKONMMYECKONW M THUCTOJOTHYECKOMN
aktuBHOCTU BK (p = 0,637 u p = 0,830 cooTBeTCTBEHHO). B KpynmHOM HCClieI0BaHUYU Ha
MeUATPUIECKOM KOropTe OBUIO TIOKa3aHO, YTO Y TMAlMeHTOB, HE JOCTUTIIAX
3axkuBiieHnss CO, ypoenb ASCA-IgG koppenupyer ¢ 3HIOCKONMUYECKUM HHIEKCOM
SES-CD (p = 0,005) [72]. B aTtom e uccnenoBanuu 0buio nmokazaHo, 4To ASCA He
SBJISICTCSI MapKEPOM, KOTOPBIA OBICTPO MEHSETCS B OTBET Ha TEPAIUIO WU OTpakaeT
KpaTKOCPOUYHbIE KojeOanus akTUBHOCTH. COOTBETCTBEHHO, NEPEUUCICHHBIC (aKTOPHI
YKa3bIBAIOT HAa OrpaHUYEHHYIO 1MoJe3HOCTh ASCA 11711 MOHUTOPUHTA SHIOCKOITMYECKOM
Y TUCTOJIOTUYECKON aKTUBHOCTHU BK.

B Tekymem wucciaenoBanuu Bbeicokue mokazatenmn ASCA-IgA B nae6iore BK
OKa3aJMCh CTAaTHCTUYECKH 3HAYMMbBIM MPEAUKTOPOM ICKAJALMKU TEPANUU: CpPEIHHE
YPOBHU JJAaHHOTO MapKepa ObUIM BBIIIE Y JeTel, KOTOPHIM MOTPEOOBAIOCH HA3HAYEHUE
I'UBT (Me 49 en/a [40-94], n = 16 npotuB Me 32 en/n [7-77], n = 23, p = 0,038).
KntoueBeiM  acnektom, cBs3piBatomuM ASCA ¢ pelieHueM O Ha3HAYEHUH
Oounonoruyeckor Tepanuu, siisiercs acconuanusi ASCA-NO3UTUBHOCTH C TSDKEIBIM U
pacripocTpaHeHHbIM (eHoTurnoMm 3aboneBanus. CornacHo HamuM JaHHBIM, ASCA-
MO3UTHUBHBIC JIETH YK€ Ha MOMEHT Je0loTa HUMEIT Oojee BBICOKHH PHCK

PacipoCTpaHCHHOI'O IMOPAXCHUA KHIIICYHHUKA )51 KIIMHUYCCKH BBIPpA’KCHHOTI'O
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3a0oneBanus. VIMEHHO Takue MANWEHTHI, KaK MPABWIO, SBISIOTCS KaHAWIATaMH IS
paHHEro Ha3HAYCHUS OWOJIOTMYECKOW TEepamuy B COOTBETCTBUHM C KOHIIEMIIHCH
JIedCKaAIalIMOHHOTO Toaxoda. McciaenoBanmst mokasbiBaroT, 4To ASCA-IIO3UTHUBHBIE
MAlMCHTHI, TOJIyYalomue OHOJIOTHYECKYI0 TEpaluio, WMEIOT O0ojiee HU3KUH PHCK
penuuBa 1 OOJIbIIIKE IAHChl HA YCTOMYMBYIO, TOJITOCPOUHYIO pemuccuio [21, 37, 92].

HccnenoBannii, nocBsameHHbIX oleHKE ANCA 1 ASCA B AMHAMHKE U U3YYECHUIO
(akTOpOB, BIMSIONIMX HA M3MEHEHHE CEpOJIOTMUYECKOro CTaryca, KpailHe mMajio u B
OOJBIIMHCTBE CIy4YaeB MOJTBEPKIAIOTCS PE3yJIbTaTaMH, MOJYYEHHBIMA Ha B3POCIION
nonymsiuuu  [14, 29, 80, 122, 124, 127]. B xoae HACTOSIIEr0 HCCICIOBAHUSA
YCTaHOBJIEHO, 4YTO OonbmmHCcTBO mamueHtoB ¢ AK  (76,5%) coxpasstor
nonoxurtenbHbli ctatyc ANCA npu olieHKe B IMHAMUKE. Y 4 MAallMEHTOB MPOU30LLIA
CEpOKOHBEpPCHUSI B OTpUUATENbHBIA cTaTyc: ABoe mnoiydanu mnpenapatel 5-ACK wu
HaXOJWINCh B KIMHUYECKOW PEMHUCCHH, [IBOE MOJYyYAIH TIIOKOKOPTUKOCTEPOUIBI
(omMH — B pemMuccud, oJuH — B (paze obocTpeHus). Y OJHOrO MaluMeHTa OTMEYeHa
cepokonBepcusi ANCA ¢ OTpHIIATENIbHOTO CTaTyca B IIOJIOKHUTENIbHBIA Ha (HoHE
tepanuu 5-ACK npu KIMHUYECKON pemuccuu. B kpymHOM cucTemMaTHdeckoMm 0030pe
2024 rona nokaszaHo, uTo ypoBHU ANCA MOTyT CHMKATBCSl Y B3POCIBIX MAllUEHTOB C
SK na done tepanuu ['KC u nocne KOIIKTOMUH, TEM HE MEHEe, KOHKPETHbIE (haKTOPBI,
JI0OKA3aHO BIIMSIONIME HAa U3MEHEHUE CEPOJIOTMYECKOTO CTaTyca, He ObLIM YCTAaHOBJICHBI
[81].

Y maruenToB ¢ Oone3Hbl0 KpoHa MCXOMHO MOJOKUTENbHBIN ctatyc mo ASCA
coxpansuicss uepe3 6 wmecsueB B 70% ciywaeB. Y 3 gereil 3apeructpupoBaHa

CEpPOKOHBEpCUsI B OTpUIlaTeIbHbIN cTaryc: ABoe noiaydanu [MIBT (onun Haxoawics B
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PEMUCCHH, OIUH — B O0OCTPEHUM), OJIUH — TITIOKOKOPTHKOCTEPOUIBI U HAXOAMICS B
pemuccuu. Ilo nanaeiM autepatypsl, ctatyc ASCA y aereit ¢ BK sBisieTcst 10BOIBHO
CTAOWJIBHBIM U JIMIIb B HE3HAYUTEIBHOU CTENEHU MEHSETCS C TEUEHHEM 3a00JIeBaHUS
[37, 60]. B TO e BpeMmsi, EAMHUYHbBIE UCCIEIOBAHUS Y JIETEN MMOKA3bIBAIOT, YTO YPOBHU
ASCA w™orytr 3HauutenbHO cHWXarbcss npu npueme [MBT wu goctwxenun
AHJ0CKONUYECKOi pemuccuu [37].

Takum oOpa3zom mnokazaHo, uto cepono3utuBHOocTh 0 ANCA u ASCA He
3aBHCHUT OT TEKYIIEH KIMHUYECKON aKTUBHOCTH 3a00JI€BaHMs.

BBuay mManoro Kojan4yecTBa MAlMEHTOB B KaXXIOW M3 MOATPYIII HAM HE yAAJIOCh
OLICHUTH BIMSHUE IOJy4a€MOM TEpanvu HA W3MEHEHHE CEpPOJIOTMYECKOrO CTaTyca.
AHaJIOTUYHO, TNPEACTABUIOCH HEBO3MOXKHBIM OLECHUTh JAUHAMUKY CEPOJOTHYECKUX
IIOKA3aTeyed B 3aBUCUMOCTU OT 3HAOCKONMYECKOW aKTMBHOCTH, TAK KaK ITOKA3aHUS K
MOBTOPHOW HJIGOKOJIOHOCKOIIMK Yy JIeTe€ll 3HAYMUTEIBHO CYXEHBbL. Takum o00pazowm,
ompeseNieHue 3aKOHOMEPHOCTH W3MEHEHMs IOKa3aTeneil aHThuTred H  (PaKTOpOB,
BIIMSIOIIMX HA 3TO, IPEJICTABIISAECT OOJIBIION HHTEpEC JJI TadbHEHIINX UCCIEA0BAHMIA.

[locnennue nccneq0BaHus TEMOHCTPUPYIOT, YTO CEPOJIIOTUUYECKOE TECTUPOBAHUE
Ha ANCA wu ASCA HeuHpOpMaTMBHO MNpH CKPUHHUHIE MAIMEHTOB C
HECHEIM(PUISCKIMH TaCTPOMHTECTUHAIBHBIMUA CHUMIOTOMaMH, auddepeHnanbHon
muarHoctuke bK wm  AK 0e3 mnpeaBapuTenbHOrO MPOBEAEHUS  CTAHIAPTHBIX
JUArHOCTUYECKUX TECTOB, OIPEAECICHUU PACIPOCTPAHEHHOCTH NOPAKEHUSA W
MOHHTOPHHTE OTBETa Ha crenudpuyeckyro tepanuto [85, 127, 141]. Takum obpazom,
ANCA u ASCA urparoT J1ib BCIIOMOTaTeIbHYIO POJIb U HE JOJKHBI PACCMATPUBATHCS

KaK CaMOCTOATCIIBHBIC JTUAaTrHOCTHYCCKUC TCCTHI.
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AnbTEpHAaTUBHBIMU CHIBOPOTOYHBIMU Mapkepamu MoOryT cratb: GAB, anti-GP2,
anti-avB6-I1gG, anti-MAA-IgG. U3 mnepeuncinennbix antuten anti-GP2 oka3zancs
xapaktepabiM Uit BK. B To e Bpemsa, GAB, anti-avB6-1gG u anti-MAA-IgG nokazanu
cebs kak crneuuduunsie u wuHPOpMaTHBHBIE Mapkepsl K y gereit. Yactora
BBISIBIIIEMOCTH JIAHHBIX MApKEPOB ObLIA JTOCTOBEPHO BBIIIE B IPYIIE KaK MALMEHTOB C
B3K B nenom, Tak u B rpynnax aerer ¢ bK u K no ornensHOCTH, IO CpaBHEHHIO CO
3nopoBbiMU aeTbMH (p < 0,005 Bo Bcex ciydasx).

Hamm  pgannble 1no — amarHoctuyecko — TouHoctu  anti-GP2 s
muddepenuuansuoit nuarnoctuku BK u K (Se 55,6% u Sp 91,2%) oxazanuck
COTMOCTaBUMBI C JAHHBIMH, OIYOJMKOBAaHHBIMU B Mpeablaymux padortax. CoryacHo
JUTEPATYPHBIM JAaHHBIM, YyBCTBHUTEJIBHOCTH omnpeneneHus anturesn kK GP2 mna BK
BapbupoBasiack ot 10 1o 34%, cnenuduanocts — ot 81 10 98% [8, 50, 66, 102, 122].
BOnpIIMHCTBO HCCIEA0BaHUM CPEAU B3pOCIBIX HNAMEHTOB JIEMOHCTPUPYIOT BBICOKYIO
CHEHU(PUUHOCTb, HO HU3KYI0 4YyBCTBUTEIbHOCTh anti-GP2, 4rto mo3Bosser
MOTEHI[MAJIBHO HCIOJb30BATh MX B KadeCTBE JUArHOCTUYECKOIO TECTa, HO HE
CKpUHUHTOBOTO [8, 50].

B namem uccrnenoBanuu He OblUla YCTAaHOBJICHA B3aWMOCBSI3b 3HAYEHUI CPETHUX
ypoBHell anti-GP2 B 3aBUCMMOCTM OT BO3pacTa NAlMEHTOB HAa MOMEHT Je0roTa
3aboneBanus (kak npu K, tak u npu BK), uro cormacyercs ¢ pesynbraTamu paHee
omyOnuKoBaHHEIX pabot [50, 66, 102]. HccnemoBamme M. Shpoliansky u coasr.
SIMHCTBEHHOE, OMMCHIBAIOIIEE B3aMMOCBS3hL TMOKazaTenei anti-GP2 ¢ Oonee paHHUM

Bo3pacToM maHudectanuu bK [§].
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B pesynbTaTe KOppesIIMOHHOTO aHaau3a ObliIa BEISBIICHA TIPsIMasi CBSA3b MEXKIY
ypoBHsiMH anti-GP2 u knunnyeckoit aktuBHOCTHIO BK 1o mikane PCDAI (1, = 0,582, p
= 0,011). B GonpmmHCTBE HCCIEIOBaHMM omMcaHa cBs3b anti-GP2 ¢ miaconekanbHOM
nokanu3auued npu BK [8, 50, 117]. Mmmynssiii orBeT Ha GP2 mpeumyiiecTBEHHO
CBSA3aH C MOPAKEHUEM MOJB3AOLIHON KUIIKH [99]. MBI He 0OHAPYKWIH CBSI3H MEXIY
anti-GP2 u nmokanuzanwueit 3a6oneBanns (p = 1,000), uTo cormacyercs ¢ Uccaea0BaHUEM
J1. A. Ky3He1noBo# u coaBT. y B3pOCIbIX MAaIIMEHTOB [66].

VYposau anti-GP2 6wty BbIIIE y ACTEH C OCIOKHEHHBIMHU (CTEHO3HPYIOUIEH U
neHerpupytomeit) dopmamu bBK (Me 16,3 ur/mi [15,7-16,9]) mo cpaBHEHHUIO ¢ JETHMH
¢ HeocnoxxkueHHbIMU dopmamu BK (Me 7,1 ur/mi [5,8-10,9], p = 0,012). I1auueHTsI ¢
BK ¢ Bbicokumu ypoBHsiMu anti-GP2 Taxke wdaiie NEpEeHOCHWIH XHUPYpPrudecKue
BMeEIIIaTEILCTBA 110 TTOBOAY OCIIOKHEHUH 3a0oneBanus (Me 15,3 ur/mi [14,4-17,4], n =
5 nmpotuB Me 7,8 ar/mn [5,7-10,4], n = 13, p = 0,002). BnepBbie Hamu OBLIO
YCTaHOBJIGHO TMoOporoBoe 3Hauenue anti-GP2 (11,2 wr/mi), Belllle KOTOPOTO
MIPOTHO3UPOBAIACH BBICOKAS BEPOATHOCTh XUPYPTHUUECKOro BMelIatenbcTBa (Se u Sp
coctraBmn 100% u 84,6% cooTBercTBeHHO). [losydeHHbIE HAMU JaHHBIE COITOCTABUMBI
C JIaHHBIMU paHee ONMyOJUKOBAHHBIX MCCIIECOBAaHUM, B KOTOPBHIX BHICOKHE YPOBHH anti-
GP2 acconuupoBaHbl C BBICOKOM AaKTUBHOCTHIO 3a00JIeBaHUS, OCJIOKHEHHBIMU
dbopmamu BK 1 moTpeOHOCTBIO B XUPYpPruueckoM BMerarenbeTse [8, 50, 66, 102, 117,
122].

[Ipu ouenke koppemsiuu anti-GP2 ¢ naGoparopHsMH TapameTpamu Obuia
YCTaHOBJICHA MpsAMasl CBA3b MEXAy aHTuTenamu U 3HadeHusiMu OK (p = 0,658, p =

0,003) y natmenToB ¢ BK, 4To cornacyercs ¢ pe3yjbTaTaMyd paHHEE OIyOJIMKOBAHHBIX
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uccnenoBanuii [66]. ITlomoOHas koppensiuusi MMEeT TIIyOOKO€ MaTOreHEeTUYeCKOoe
obocHoBanue [66, 82]. ®HO-0 MHAYHMPOBAaHHOE BOCHAJICHUE CIU3UCTON OO0O0JIOUKH
KUIIEYHUKA MIPUBOJUT K YCUIICHUIO cuHTe3a GP2 KineTkaMu noaKeny109YHOU KENE3bl, a
COOTBETCTBEHHO, M aHTUTEN K HUM [82]. DTO ycuimBaeT OakTepUaIbHYIO aare3uio u
CIIOCOOCTBYET HEUTpOOMIBbHON WHOUIBTPAIMK CTCHKH  CIIM3UCTOM  O0OJIOUKH
KUIIICYHUKA, MAPKEPOM KOTOPOH U SIBIAETCS (PeKaTbHBIA KalbNpOTEeKTUH [66]. Takum
o0pa3oM, BO3HUKAET CBsI3b, NMMPU KOTOPOH BHICOKHI ypoBeHb aHTU-GP2 cmocobcTByeT
MOAACPKAHUIO BOCHAJICHUS, & BBICOKMH YypOBEHb KaJbIIPOTEKTUHA OTPAXKaET €ro
MHTCHCUBHOCTb.

B nacrosmem uccnenoBanuu cpeanue nokaszarenu anti-GP2 okazanuch BhIIIE y
JI€TeN C YMEPEHHOM YHJOCKOMUYECKON aKTUBHOCTHIO 110 11Kane SES-CD 1o cpaBHEHUIO
C J€TbMH C MUHUMAJIBHOM IHIO0CKONNYECKOM akTUBHOCTRIO (Me 11,1 ur/mn [7,4—14,7],
n = 12 nmpotuB Me 6,3 ur/mna [5,7-6,5], n =5, p = 0,043). IIpu 3TOM, 9yBCTBUTEIBHOCTH
u crienuaHocTh cocTtaBmim 58,3 u 100% cOOTBETCTBEHHO.

[Iponykumsa antuten Kk GP2, BeposATHO, HE SABIAETCS  IEPBUYHBIM
MAaTOTCHETHYECKUM  ()aKTOPOM  BOCTIAJICHHUSI  CIIM3UCTOM  OOOJIOYKH  KHIIECYHHUKA.
[Ipennonaraercs, urto anti-GP2 yCcuiIMBalOT y»e MMEIOIIEECs MOBPEKICHUE SUTEIIHUS
3a CUeT TMOBBINICHUS OakTepuadbHOW mHBa3zuu [66, 82, 123]. B arToit cBsa3m anti-GP2
MOTYT PacCMaTpPUBAThCS KaK MOTECHIMAIBHOE JOMOJHEHHUE K APYTUM JUArHOCTHYECKUM
T€CTaM MPU MOHHUTOPHHIE SHJIOCKONMMWYECKOM akTUBHOCTH bK M OleHKE 3axuBiIeHUA
CIIM3UCTON 000JIOUKH.

[Manuentsr ¢ BK, xotopbim morpeboBanock HazHauenue ['MIBT, umenu Oonee

BbICOKHE TToKa3aTenu anti-GP2 B nebrote 3aboneBanus (Me 11,2 ar/mn [11,2-16,6], n =
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7) IO CPaBHEHUIO C MAIMEHTaMH, Y KOTOPBIX ACKaNalus Tepanuu He npoBoauiack (Me
6,4 uar/mn [5,6-8,3], n = 11, p = 0,006). B mybnukamusax, TOCTYITHBIX JJIs TPOUYTEHUS,
OTCYTCTBYIOT  HCCJEJOBaHHUs, paccMarpuBatomue anti-GP2  kak  mpeamkTop
HEOOXOAMMOCTH ACKAJIAlMK TEPANHH, OJHAKO B OTACIBHBIX COOOIICHUSX OTMEUYAeTCS
cHKeHne ypoBHs anti-GP2 B nuHamuke Ha ¢oHe Ouosiorndyeckoi tepanuu [9, 28, 71,
82].

Taxkum oOpazomM, anti-GP2 npenctaBisitor co00il HOBBIM KJIacC CEPOJIOTMYECKUX
MapKEPOB, IEMOHCTPUPYIOIINX BBICOKYHO KIMHUYECKYIO 3HAUMMOCTh nipu bK y nereit.
bnaronapsi BbICOKOM crenuUUHOCTH, accoluanuu ¢ (EHOTUIIOM 3a00JieBaHUS U
noTpedHocThio B HazHaueHun ['MBT, anti-GP2 npeacraBisior co0oil mepcrneKTUBHBIN
MHCTPYMEHT JIJIsl JMArHOCTUKH, CTpaTU(UKAIMK pUCKAa U MOHUTOPHHIA IMallUEHTOB C
bK.

JpyruM nepcneKTUBHBIM HEMHBA3MBHBIM MapkepoM B3K sBisAroTca aHTMTENA K
OokanoBHIHBIM KiIeTKaM Kuieunuka — GAB. Hacrosiiiee ncciemoBanne mokasajio, 4To
GAB sBasitores cnenupuunbiMu Mapkepamu K, Ho He BK (Se 55% u Sp 92,3%).
JlaHHBIC pE3yNbTATBl COTJACYIOTCA C pe3yJbTaTaMHd paHee OIyOJMKOBaHHBIX
HCCIIEIOBaHUM, MPOBOIUBIINUXCA Cpeau B3pochbix mamueHToB [40, 66, 98]. CormacHo
OTUM  JaHHBIM, aHTUTENa K  OOKaJOBUJIHBIM  KJIETKaM  JIEMOHCTPHUPYIOT
qyBCTBUTEIBHOCTD 12-46% u cnerupuanocts 89—100% y B3pocnbix manueHToB ¢ B3K
[66, 98].

Taxoke O6b110 00HapYx)eHo, uTo GAB muddepenuupyrot noarpynmnsl B3K: K u
BK ¢ Se 61% u Sp 91,2%, 4Tto mpOoTHUBOpEUUT pe3ylibTaTaM, ModydyeHHbIM [I. A.

AHGKCaHHpOBOﬁ H COaBT. W CBHACTCILCTBYIOIIMM O TOM, YTO AOHAI'HOCTHYCCKHC
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xapaktepuctuku GAB y manumentoB ¢ BK u K He mmenn noCTOBEpHO 3HAUMMBIX
paznuuuii [66].

[Tokazatrenu GAB ObUTM 3HAUYUTENLHO BBINIE Y JETEH C MAHKOJIUTOM, YeM C
JIEBOCTOPOHHUM KOJUTOM/TIpOKTHTOM, B rpynmne AK: Me 191,4 ur/mn [155,1-218,5], n
= 22, npotuB Me 119,5 ur/mn [112,3 — 153,6], n = 12, p = 0,003. IlyOnukammii,
kacaromuxcs cBsizu GAB ¢ jokanmmzanuedd mnopaxenuss npu AK, B gocTymHOM
TuTEpaType HaMu He 0OHapykeHo. [lonmydeHHbIe HAMU pe3yIbTaThl CBS3aHbI, BEPOSITHO,
C OOJIBIIMM KOJIMYECTBOM AHTUTECHHBIX MUIIEHEH y JIeTeld C TOTAIbHBIM MOPAKECHUEM
CIM3UCTON O00OJIOUKH, TaK KaK OOKaJIOBHUIHBIC KIIETKM HauOoJiee MHOTOYHUCIICHHBI B
TOJICTOM KHUIIIKE, OCOOCHHO B KPHUIITaX, M UX KOJUYECTBO YBEIIMYMBAETCS B IUCTAIBHBIX
oTzeNax.

B HacTosimiem uccineoBaHUM HE YJaloCh YCTaHOBUTH Koppelsiuuu mexay GAB
1 nokanuzanuent nopaxenus npu bK (p = 0,522). BoibMHCTBO aBTOPOB CUUTAIOT, YTO
BbICOKHKE noka3arenu GAB accolMupoBaHbl ¢ TEPMUHAIBHBIM HIIEUTOM Y MAllUEHTOB C
BK [66, 98]. Tak, pe3ynbrarhl wuccieaoBanus J[. A. AJexkcaHapoBOW U COAaBT.
JEMOHCTPUPYIOT, YTO CEpOno3uTUBHOCTh MO0 GAB cBsi3aHa ¢ BBICOKOM YacTOTOU
XUPYpPruyecKkoro BmemarenbcrTsa y namueHToB ¢ BK [66]. Hame uccnenoBanue He
MOJTBEPKIAeT TOJ00HOW 3aBUCUMOCTH, HECMOTPS HAa TO, YTO JETH, IEpPEHECIIne
XUPYPruuecKoe BMEIIATEIbCTBO, B CpelHEM MMenu Oosee Beicokue ypoBHU GAB (Me
121,2 ar/ma [111,7-121,7] nmpotus Me 96,1 ar/mn [87,3—114,7], p = 0, 153). [ToqoOHbIE
pe3ynbTaThl B rpymie bK cBs3aHbl, BEpoSTHO, ¢ HEOOIBITUM 00bEMOM BBIOOPKU B TEM
dakTom, yTO Manas 4yacth AeTe ¢ bK mMenn TepMUHANBHBIN WICHT W TOJIBEPTIIHNCH

OTIEpaTHBHOMY BMEIIATENBCTBY (N = 5 B 000ux ciydasx). Takum oOpa3om, TpeOYrOTCsS
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nanpHenmue uccnenoBanuss GAB y gereit ¢ BK ans ompeneneHuss ux CBS3U C
kuHuIeckuMu Gopmamu u penotunamu bK.

B xone mpocnekTuBHOrO HaOMIOJIEHHUS HE OBLJIO YCTAaHOBIEHO B3aMMOCBSI3H
BbICOKMX 3HaueHnt GAB u wunteHcudukamuu tepanuu (p = 0,342), a Takxke
OTCYTCTBHEM dHJI0CKomuIecKor pemuccud (p = 0,695).

Taxum o6pazom, GAB nennbopmatuBHbI 11 pyTuHHOTO ckpuHuHra B3K n3-3a
CBOEH HU3KOH 4yBCTBUTENBHOCTH. GAB — 3TO JOMOMHUTENBHBIA MapKep JJIs CIIOAKHBIX
g depeHInaIbHO-IMarHOCTUYECKUX ClIydaeB. B 3TOM 3akimrodaercss €ro OCHOBHOE
KIIMHUYECKOE 3HAYCHUE.

B kadectBe cnenyromiero mapkepa, BBIOPAaHHOTO JUIsl HCCIEOBaHUS, ObUIH
aHTWUTENla K  MAaJOHOBOMY  JUAJbJCTUAY-alleTAIbACTHIY (anti-MAA-IgQG).
UccnenoBanuii, MOCBAIIEHHBIX AuarHoctTudeckoil ponu anti-MAA-IgG mpu B3K,
KpaiiHe Mayio. Pe3ynbTaThl OOJBIIMHCTBA JIOCTYMHBIX HCCICAOBAHUM TOJIYYEHBI Y
B3pocibix [78, 87, 122]. B Hamem wuccrnenoBanuu mnokaszarenu anti-MAA-IgG y
nanuenToB ¢ SIK u BK npeBbimanu TakoBbie MOKa3aTeNH KOHTPOJIbHOUM rpymmbl (Se u
Sp cootBercTBeHHO 55 U 90,4%), ipu 3TOM B ciayuyae AK ypoBHU aHTUTEN OBLIN BHIIIIE,
yem B cinydae BK (Se um Sp coorBerctBenno 61,1 u 88,2%), 4ro mMO3BOJISET
paccmatpuBath anti-MAA-IgG kak wmapkep, Oosiee xapaktepubii mia K. B
aHajJormyHoM uccienoBanuu M. J. Duryee m coaBT. ypoBHH anti-MAA-IgG Takxke
ObLTM 3HAYUTENBHO BbIMIe y mnamueHToB ¢ SK mo cpaBHeHWI0O ¢ mnalrueHTaMu
KOHTPOJILHOM TPYIIIbI (KaK y JETel, Tak U y B3pPOCIbIX), a TakKe y nanueHToB ¢ bK,

TOJIbKO B TieANaTpuuecko koropte (Se u Sp cotBercTBeHHO 95,5 11 72,3%) [78].
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[Ipu cpaBHenuu nokazareneil anti-MAA-IgG B 3aBUCHMOCTH OT JIOKaJIU3alUH
SK ObuIH BBISIBJIEHBI CTATUCTUYECKU 3HAUUMBbIE PA3IMyus: cpeaHue ypoBHH anti-MAA-
IgG Opum BhITIIE Y AeTel ¢ ToTanbHBIM KoiuToMm (Me 37,7 ar/mi [29,5-52,3], n = 22)
110 CPaBHEHUIO C JETHMU C JIEBOCTOPOHHUM KoiutoM (Me 16 ur/mn [12,3-37], n=12), p
= 0,032. Hamm mannbie cornacyrorcst ¢ JaHHbIMU ucciienoBanust M. J. Duryee u coasT.,
B KOTOpoM BbIcOKMe 3HadeHus anti-MAA-IgG Obuin  accoumMupoBaHbl  C
pacupoCTpaHEHHBIM MOpakeHueM ToJcToil kumku npu K y B3pocieix [78].
OcHOBHBIM (haKTOPOM, OOBSICHSIONINM CBSI3b 3HaUeHHUs anti-MAA ¢ MpOTSHIKEHHOCTHIO
nopakeHus: TojcTo kuiku npu K, sBisercs uHTeHcHBHas mnpoaykuuss MAA B
CIIM3HUCTOW TOJICTOM KHILIKH, TAE€ JAHHBIA SMUTON BBICTYNAET AHTUTEHHOM MMIIEHBIO
U1t 00pazoBaHMs crienupruueckux aHTuTeNn. TakuM 00pa3oM, NOBBIILIEHUE YPOBHS anti-
MAA npu TtoranmbHOM K cnemyer paccMarpuBarh Kak IIPSAMOE OTPAKECHHE
naTo(PU3NOTOTHIECKUX 0COOCHHOCTEH 3a00IeBaHMS.

He Obuto 0OHapy’€HO CTATUCTHYECKU 3HAUMMBIX pa3inuuuil Mexay anti-MAA-
IgG n xnuHnueckoit aktuBHOCTRIO SIK mo mkane PUCAI (p = 0,272, p = 0,119). B
rpynne nanueHToB ¢ BK Beicokue 3HaueHus anti-MAA-IgG Oblin acconMUpoOBaHbI C
BBICOKOM KIIMHUYECKOM akTUBHOCTHIO 10 mkajae PCDAI (p = 0,010), Tem He MeHee He
ObUIO OOHAPYKEHO CBSI3U C APYIMMH KIMHMYECKUMHU xapakrtepuctukamu BK. J[anHble
pe3yJIbTaThl MOTYT ObITh OOBSICHEHBI TEM (PAKTOM, UTO Y OOJIBIIMHCTBA NanueHToB ¢ bK
B HAIIEd KOropTé OTMEYaJIOCh COYETAHHOE IOPAXKEHWE ITOAB3JIOIIHOW W TOJCTOU
KHILIKH, a TIOCTEAHAs, KaKk ObUIO HAMU OTMEYEHO, SIBJISIETCS CKOIJIEHMEM aHTHIE€HHBIX

anuTonoB s anti-MAA-IgG.
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Cpennune nokazarenu anti-MAA-IgG (Me 58,7 ar/min [51,4-62,7], n = 3) Obutn
Bbiie y gered ¢ AK ¢ mopaxeHueM cycTtaBoB IO cpaBHEHUIO ¢ neTbMmu ¢ K 0e3
nopaxenust cycraBoB (Me 34,3 ur/mn [19,3-44,0], n = 31) unm ¢ HHBIMH
BHEKUIIeUHbIMU TiposiBiaeHusMu (p = 0,039). IlpumedarenbHo, 4TO OOJBIIMHCTBO
OomyOJIMKOBAaHHBIX PAa0OT, Kacaromwuxcss aHTUTen K MAA, MOCBSIIEHB UX POJU B
JUArHOCTUKE peBMartougHoro aptputa [87, 90], 4TO MOAAEpPKUBAET BO3MOMKHYIO
BOBJICUCHHOCTh 3TUX ayTOAHTUTEJ B NMATOI€HE3 BHEKUIIICYHBIX CYCTaBHBIX MPOSBICHUH.
HeoOxonumel ganbpHelIIMe UccieaoBaHus Ha 0ojiee OJHOPOIHBIX KOrOpTaxX MalleHTOB
¢ SK c mopaxeHueM CyCTaBOB, C TEM UYTOOBI yCTAHOBUTH, CBSA3AHBI JTU aHTUTENa K MAA
KOHKPETHO C TOBPEXKJIECHUEM CYCTaBOB WJIM OHHU SBISIOTCA WHIUKATOPOM OCTPOTO
BOCMIAJIMTENIBHOTO TTpoIiecca.

[Tokazarenu COD u CPb mmpoko HCHONB3YIOTCS B KadyecTBE OEIKOB OCTPOM
(ba3bl, ABISAIOTCS UHAUKATOPAMHU MPEUMYIIIECTBEHHO OCTPOTO BOCIAJICHUS U OTPAXKAIOT
KinHnYecKyro aktuBHOCTh B3K [18, 108, 122]. AnpOyMuH SBIISIETCS OTPUIIATEIIBHBIM
MapkepoM ocTpoil (a3pl BOCIHAJICHUS, W €ro CHIKEHHWE HAOJI0MaeTcsi BO BpeMs
akTuBHOrO 3aboseBanust [108]. B HacTosieM w#ccienoBaHun Obuta OOHapy»KeHa
npsimas cBsa3b anti-MAA-IgG co 3nauenusimu COD, CPB, nelKkouToB U TPOMOOIIUTOB
U OTpHUlIaTeIbHAs CBA3b C KOHIEHTpAIMEl ChIBOPOTOYHOrO ansOymuHa npu K, HO He
npu bK. Takum oO6pa3zom, MOXHO NpeANnoiaokuTh, uto anti-MAA-IgG wMoryr
MMOTEHIHAJIBHO UCIIOIb30BAThCS KaK MapKep CUCTEMHON BOCHAIUTENBHON PEAaKIUU NpH
SK.

He Obu10 0OHapykeHo B3auMocBsA3U Mexy anti-MAA-IgG u 3HI0CKONUYECKOH,

Y TUCTOIOTHYeCcKOl akTUBHOCTHIO Kak npu K (p = 0,879 u p = 0,578 cCOOTBETCTBEHHO),
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tak 1 npu BK (p = 0,614 u p = 0,670 coorBercTBeHHO). Hu B omHON U3 paHee
OMyOJIMKOBaHHBIX paboT mMoJ00HAas CBSI3b HE OIEHUBANach. TakuMm 00pa3owm,
HE0OXOAMMBI TaJbHENUIINE UCCIEA0OBAHMS ISl ONPEEICHUS 3aBUCUMOCTH TTOKa3aTeen
anti-MAA-IgG oT 3HA0CKONTMYECKOUN U rucTojornueckoit aktusHoctu B3K.

Bricokne mnokazarenun anti-MAA-IgG B gaebroTe 3a0o0sieBaHUS  OKa3aJIHCh
CTATUCTUYECKU 3HAUYUMBIM MPEAUKTOPOM IOCIEAYIONEed MOTPEeOHOCTH B Ha3HAYCHUU
I'KC y mammentoB ¢ SK. 3a Becy mepuosa nHaOmonenuss 'KC Obimm Haznauensr 10
nanuentam, Me anti-MAA-IgG y nerei ¢ mocnenyronum HazHaueHueM ['KC cocraBuina
49,9 ur/mn [42,7-58,2] npotuB Me 29,8 ur/mi [14,5-37,1] y nere, He moTpeOOBABIITNX
sckananuu tepanuu (p = 0,005). 3a mepuos HaGMIOACHUS KOJOHOCKOMHS MOBTOPHO
BhImoNiHsIach 17 nmanuentam ¢ K, u3 Hux 13 gereit, y KOTOphIX HE OblIa IOCTUTHYTA
AHOCKOMHUYECKasi peMuccusi, UMenu 0osiee BHICOKUE UCXOJHBbIC 3HaueHus anti-MAA-
IgG (Me 44,2 ur/mn [32,1-54,7]) o cpaBHEHMIO C JE€TbMH, JIOCTUTIIUMU PEMHUCCUU
(Me 19,3 ur/mn [14,1-24,4] p = 0,049). HecmoTpst Ha OTCYTCTBHE CBS3U YpPOBHEH anti-
MAA-IgG c¢ »sHumockonuyeckod kaptuHod B Jnebrore K, monydyeHHbIE HgaHHBIC
CBUJIETEIBCTBYIOT O TOM, UYTO BbICOKHE ypoBHHU anti-MAA-IgG sBISIOTCS TPEAUKTOPOM
COXpaHSIOIIEHUCS SHTOCKOMUYECKON aKTUBHOCTHU B MIPOCTIEKTUBHOM HAOJIOICHUH.

Anturena IgG k MAA — 3TO HOBBIH, BBICOKOUYBCTBUTEJIbHBIN CEPOJIOTUYECKHIA
Mapkep, mnepcrnektuBHbIN s nuddepenmmansuoit nuarHoctuku K m BK. K wmx
OCHOBHBIM TPEUMYIIECTBAM OTHOCSATCS BBICOKAs CTaOWIBLHOCTh AHTHUTCHHOW MUIIICHU
(MAA-anaykThl), HEUHBA3UBHBIH METOJl OINpEJEICHUS, a TaKXe YCTaHOBJICHHAs

accoluanus ¢ KITMHAYECKOH 1 1abopaTtopHoil akTuBHOCTHIO K.
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Jpyrum, noTeHUMaTbHO HH(POpMaTUBHBIM B JuarHoctuke B3K wmapkepom
ABIISIIOTCA ~ aHTUTeNna K uHTerpuHy ovf6 (anti-avB6-IgG). OnyOmukoBaHHBIE
UCCJIE0OBAHMS JIEMOHCTPUPYIOT BBICOKYIO YYBCTBUTEIBHOCTh AHTHMHTETPUHOBBIX
antuten B auarHoctuke K, ogHako X crneuu(UUHOCTh CYHIECTBEHHO BapbHpPYyeTC,
0COOEHHO MPHU UCTIONB30BaHUU ManueHToB ¢ bK B kauecTBe rpynimbl cpaBHenus [57, 77,
133]. Ilo Hamwmm gaHHbIM, anti-avB6-1gG no3BomistoT nudpepeHpoBaTh NAUEHTOB C
B3K u 3g0poBsix i ¢ Se 65% u Sp 92,3%. Jdns nuddepeHnnanbHON TUArHOCTHKU
AK u BK Se u Sp cocraBunu 55,6 u  85,3% coorBercTtBeHHO. B uccnenoanuu T.
Kuwada w coaBt. Se u Sp anti-avB6-IgG mpu AK mocturamm 92 u 94,8% (mo
CpPaBHEHHUIO C TPYIIIOH KOHTpOJisA), Torma kak B pabore N. Rydell m coast., mpu
cpaBHeHHUM Tpynnsl nanueHToB ¢ AK ¢ mamuenramu ¢ bK, Se u Sp cocrasunu 76,3 u
79% cootBerctBeHHo [33, 57, 77, 133]. Pa3nuuus B NOJSyYEHHBIX PE3YJIbTATAX,
BEPOSATHO, 00YCIOBIEHBI OCOOEHHOCTSMU TPUMEHSIEMBIX METOJIUK U XapaKTePUCTHKAMHU
BBIOOPOK, MOCKOJBKY YKa3aHHBIC HCCIEIOBAHUS MPOBOAWIINCH MPEUMYIIECTBEHHO Yy
B3pOCIHIBIX TMalMeHTOB. TakuMm oOpa3oM, ompexaeneHue anti-ovp6-IgG moxeTr OBITH
MOJIE3HO TPY MEPBUYHOM MOCTAHOBKE JMArHo3a U B AuddepeHInanTbHON TUarHOCTHKE
B3K B CHOXHBIX KIIMHUYECKUX CIy4YaAsX.

[Tokazarenu anti-avB6-IgG ObutH 3HauuTENBHO BhINIE Yy JeTeit ¢ AK, nmeronmx
TSDKEIbIE  KIMHUYECKUE IIPOSIBICHUS, B YAaCTHOCTH BBIPAXKEHHOE PEKTAJIBHOE
KpPOBOTEUEHHE W MHTEHCHBHBIE aboMuHanbHbie 60mu (p = 0,805, p = 0,738, p < 0,001
COOTBETCTBEHHO). MHTerpuH avp6 sBIsSETCS BaXXHBIM CTPYKTYPHBIM KOMIIOHEHTOM
AIUTENNATBHOIO 0aphepa KUIIEUHUKA, @ ayTOAHTUTENA, CBS3bIBAsICh C HUM, HApyIIatOT

€ro (bYHKI_[I/IIO, 4TO IIPHUBOAUT K IIOTCPC 6apLepH01”4 OCJIIOCTHOCTH M 3aIlYCKY
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MaTOJIOTHYECKOTO BOCIMATUTENbHOTO Kackaga [77]. Takum oOpa3oM, aHTHTENa K
MHTETPUHY 0V6 BBICTYIAIOT HE TOJIBKO B POJIM MTACCUBHOT'O CEPOJIOTHUECKOTO MapKepa,
HO M paccMaTpPUBAIOTCA B KadyeCcTBE aKTUBHOIO ydyacTHHUKa mnartoreHeza K, uyto
OOBSICHSIET WX BBICOKME YPOBHHM y TAIMEHTOB C 0o0Jiee TSKENbIMU KIMHUYECKUMHU
MPOSIBJICHUSIMU.

CpaBHUTENBHBIN aHau3 YypoBHeW anti-avB6-IgG  y mnamumentoB ¢ BK B
3aBUCHUMOCTH OT KJIMHUYECKHX IapaMETPOB HE BBISIBWI 3HAYUMBIX PaA3JIMUU, YTO
corjacyercst ¢ pesyiapratamu ucciegoBanusi N. Rydell u coaBT., BBINOJIHEHHOTO Yy
B3pocibix narueHToB ¢ BK [57]. B pabGorax [33, 57] memoHcTpupyroTcs Ooiee
BbICOKME YypoBHU anti-avp6-IgG y mammentoB ¢ aktuBHbIM K 10 cpaBHeHUIO C
nanveHTaMu B peMuccuu. (OJHAaKO B HACTOSIIIEM HCCIEIOBAHUU IPOBECTH
AQHAJIOTUYHBIA aHAIN3 HE MPEJICTABISIOCh BO3MOXKHBIM, MOCKOJIBKY B BBIOOPKY OBLIH
BKJIFOUEHBI JIETH UCKIIFOUUTENIBHO C BOEPBbIE KIMHUYECKH akTUBHBIM K. Jljig onieHKH
MEePCIEKTUBHOCTU IAHHOTO OMOMapKkepa B MOHUTOPUHTE PEIIUANBOB S3BEHHOTO KOJIUTA
y JieTel He0OXOAUMbI JaTbHEHIIINE MPOCIEKTUBHBIC UCCIICTI0BAHMS.

Hamu npoananuzupoBaHbl ypoBHH anti-avB6-IgG B 3aBUCHUMOCTH OT TSXKECTH
sHnockonnueckoro mnopaxkenusa npu AK wm bK mo mkamam UCEIS m SESCD
COOTBETCTBEHHO. 3HaueHusa anti-avf6-IgG y mnamumentoB ¢ AK koppenupoBanu c
sHJ0CKOoNUYeckoil aktuBHOocThiO (p = 0,381, p = 0,004). B rpynne BK Bbicokue
3HaueHus:  anti-avf6-IgG  Taxxke accomumpoBanuch ¢ Ooiee  BBIPAXKEHHOM
AHJOCKOMUYECKON akTuBHOCTHIO mo mmkane SES-CD (rxy = 0,595, p = 0,009). Otu
JAHHBIE CBUJETEILCTBYIOT O TOM, YTO BBICOKHME ypoBHHU anti-avf6-IgG cBsi3aHbl C

sHAocKonmrueckon aktuBHOCTBRIO K wm BK, 4ro cormacyercs ¢ pesyapraTtamu,
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omucanHeiMi T. Kuwada m N. Rydell u coamt. [33, 57, 77, 91]. Ilpu omenke
B3aMMOCBSI3U ypoBHEH anti-avf6-IgG ¢ rucTomornueckoil aKTUBHOCTBIO MO WHJIEKCY
Geboes y namentoB ¢ K BeisiBiena npsamas koppemsiust (p = 0,558, p < 0,001), uto
KOCBEHHO MOATBEPKIAET pOJIb AyTOAHTUTEN K WHTerpuHy ovp6-IgG B HapyleHuu
[[EJIOCTHOCTH CITU3UCTON 00O0JIOUKH KHUIIEYHHUKA. B X0/1€ MPOCTIEKTUBHOTO HAOIIOICHUS
HE OBUIO BBISBJIECHO 3HAYUMBIX pa3inyuil ypoBHeW anti-avp6-IgG B 3aBHCMMOCTH OT
npoBoIUMON Tepanuu y nanneHToB ¢ AK u bK.

Takum o0pa3zom, B paMKax JaHHOTO HCCJIEIOBAaHUS BBICOKHME MOKa3aTenu anti-
avB6-IgG He 3apexkomeHmoBanM ceOsd B KaueCTBE HAJEKHOIO MPEAUKTOpa
HEO0OXOUMOCTH 3CKajaluu tepanuu. B 1o xe Bpems, no manHbeiM A. E. Livanos u
COAaBT., BBICOKHE 3HayeHHs anti-avP6-IgG paccmarpuBaroTcs Kak (QakTop pUCKa IS
MHTeHCU(pUKauu jedeHus: [31], 4To, BEPOSTHO, CBSI3aHO C Pa3INYUSAIMU B 0OBEME
BBIOOPKM U JUIMTENbHOCTH HaoOmonaeHus [77]. CrienoBaTelbHO, MPOTHOCTHUYECKOE
3HaueHue antuten IgG k nHTerpuny ovp6 TpedyeT nanbHeliero u3ydyeHus Ha Oosee
KPYIHBIX NEAUATPUUECKUX KOrOpTax.

BelieonucanHble pe3yibTaThl CBUAETENBCTBYIOT O TOM, YTO HU OJUH U3
UCCIEIOBAHHBIX ~ MApKepoB MO  OTACIBHOCTH HE  00JaJaeT  JA0CTaTOYHOMU
JAMArHOCTUYECKON TOYHOCTBHIO Uil HajmexHou muddepennmannu noarunoB B3K. B
CBA3M C 3TUM OBUIM MPOAHAIM3HPOBAHBI PA3IMYHBIE COYETAHUS CEPOJOTUUYECKUX
nmokasarenei, oroOpaHbl  KOMOWHAIMM C  HAWIYyYIIUMH  ONEPAllMOHHBIMU
XapaKTEPUCTHKAMU M HAa UX OCHOBE MOCTPOEHBI COOTBETCTBYIOUIUE MPOTHOCTUYECKUE

MOJICIIH.
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s onpenenenus BepositHocTu K npenioxxeHo ypaBHeHue (6):

P=1/(1+e-z) x 100%,

rie z = 4,515 + 0,350xanti-MAA-IgG, ur/mMmn + 0,796XxANCA, en/mn —
0,201xASCA  IgA, en/mn. YyBCTBUTENBHOCTh M CHEUU(PUYHOCTH  JTAHHOU
nporHoctuuecko moaenu coctaBuiu 83,3 u 100 % cooTBETCTBEHHO.

st onipenenenus BepositHocTH BK npeoxeno ypasuenue (7):

P=1/(1+e-z) x 100%,

rie z = -3,983 + 0,406xanti-GP2, mr/mMmn + 0,085XxASCA IgA, ex/mn +
0,045xASCA IgG, emmn — 1,993xANCA, en/mn. UYyBCTBUTCIBHOCTH U
cneuu(UYHOCTh JAHHOM MPOTHOCTHYECKOM Mojenu cocrtaBwid 88,9 u  100%
COOTBETCTBEHHO.

Takum 00pa3om, pe3yabTaThl MPOBEAEHHOTO HUCCIEIOBAHUS IOKA3bIBAIOT, YTO
M3YYEHHBIE CEpPOJIOTUYECKHE OHOMAapKephl SBISIOTCS Ba)XXHBIM BCIOMOTATEIbHBIM
OUArHOCTUYECKUM HMHCTpyMeHTOM 1npu B3K ©  1eMOHCTpUpPYIOT  BBICOKYIO
JMArHOCTUYECKYI0  3(PGEeKTUBHOCTh, COMOCTAaBUMYIO, a B psjie CilIy4aeB U
MIPEBOCXOAIIYI0 TaKoBYIO Yy TpaauiinoHHo npuMeHsieMbix ANCA u ASCA. Anti-GP2
nokasan ceds BrIcOKoMH(popMaTuBHBIM MapkepoM BK y nereii; ero mokasarenu Obuin
ACCOIIMMPOBAHBI C BHICOKON KIMHUYECKOW aKTUBHOCTBIO U OCJIOKHEHHBIM (DEHOTHUIIOM
3a0oneBanusi. Takxke BbeIcOkMe ypoBHU anti-GP2  okazanmuch HpeauKTOpOM
XUPYPruyeckoro BmemarenbcTBa UM dckanaumu tepanun 1o ['MBT y nereit ¢ BK.
[Ipoune antutrena - GAB, anti-MAA-IgG u anti-avB6-IgG - mnokazanu ce0s
s dexTuBHBIMU Mapkepamu Juis auarnoctuku K u ctpatudukamnum pucka nerei ¢ SAK.

Bricokue ypoBaun GAB u anti- MAA-IgG acconunpoBaiuch ¢ TOTAJbHBIM KOJIUTOM.
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[loBpimennsie mokaszarenu anti- MAA-IgG  koppemupoBaiii ¢ 1abOpaTOpHBIMU
Mapképamu cucteMHoro BocnaneHus (COD, C-peakTUBHBIA OCOK, JICHKOIUTHI,
TPOMOOIIUTHI),  CHIDKEHHEM  CBIBOPOTOYHOTO  aidbOyMHHa W TMEPCHCTEHIUEH
SHIOCKONMNYECKOW aKTUBHOCTH. Bricokue ypoBHH anti- avB6-1gG oTmeuanuce y neren
C TSDKEIbIMH KIMHUYECKMMH TposBieHUsIMU SK: BBIpa)K€HHBIM PEKTAIbHBIM
KpPOBOTEYEHHMEM M  WHTCHCUBHOM  a0JOMHMHAJIbHOM  0OJIbBIO, a  Takke C
YMEPEHHOI/BBICOKON  SHIOCKONMWYecKor akTuBHOCTH 1o mkane UCEIS. U3
nepeuncieHHbiM  MapkepoB K, Breicokme ypoBHu anti- MAA-IgG B neGrote
3a00JIeBaHUs OKA3aJUCh JOCTOBEPHBIM IMPEAUKTOPOM HHTCHCHU(PHUKAIUU TEparuu 0
I'KC'y nereii ¢ K.

Ha ocHOBaHuM aHaiM3a UMEIOLICHCA TEOPETUYECKOM M IPAKTUYECKOW HAyYHOH
0a3bl, a TakK)Ke B pe3ysIbTaTe COOCTBEHHBIX MCCIIEIOBAaHUI 110 TEME AUCCEPTALMU ObLIH
CEJIaHbl OCHOBOIIOJIAralOlMe BBIBOJIBI, KAacarOUIUMECs NPAKTUYECKOM 3HAYMMOCTH M
HOBHU3HBl IPOBEJCHHOTO HAYYHOIO U3bICKAHUS, a Takke CQHOpMYJINPOBAHbI

IMPAKTHYCCKNUC PCKOMCHAAITNH.
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BbIBO/1bI

1. Ceponoruueckue mapkepsl (ANCA, GAB, anti-MAA IgG, anti-avB6 1gG, ASCA
IgA/lgG, anti-GP2) mnpu u30IUpOBAaHHOM  ONpeNeiIeHUH O00JaJal0T  BBICOKOU
cenuUUHOCTBI0O M HEAOCTATOYHOM YYBCTBUTEIBHOCTBIO ISl Mud(epeHInanIbHON
muarHoctukn B3K y gereir. X KOMOMHMUPOBAaHHOE TMPUMEHEHUE  YJIydIlaeT
JMArHOCTUYECKHUE XapakTepUCTHKU Tpu nuddepennuansuon auarnoctuke K u BK:
ANCA/anti-MAA-IgG/ASCA-IgA (Se 83,3%, Sp 100%) u ASCA-IgA/ASCA-IgG/anti-
GP2/ANCA (Se 88,9%, Sp 100%).

2. Ionoxwutenbubiii cratyc ANCA u ASCA coxpasseTcss NMpu JUHAMUYECKOM
HaOmoaeHnM y OonpmmHCTBa marueHToB ¢ AK (76,5%) u BK (70%) u He 3aBHCHT OT
cTaauu 3a00JIEBaHUSL.

3. Omnpenenenne GAB, anti-MAA-IgG u anti-avB6-IgG y nmereit ¢ K
MOJATBEPANIO MX KIWHUKO-TUATHOCTUYECKYI0 3HAYMMOCTh. YpoBeHb GAB > 1674
HT/MJI aCCOLMUPOBAJICS C TOTAJIbHBIM IMOpaKEHHEM ToJCToM Kumku (Se 72,7%, Sp
83,3%). IloBbimenHsle KoHLeHTpanuu anti- MAA-IgG BBISBISIIUCH TIPU TOTAIBHOM
komute (p = 0,032), koppenupoBaiu ¢ Ja0OPATOPHBIMU MapKepamMH CHCTEMHOTO
BOCIIAJICHUS,  TUMOATLOYMHUHEMHEH M NEPCUCTUPYIOUIEH  IHAOCKOMMYECKON
akTUBHOCTBIO 3aboineBanus (p < 0,005 Bo Bcex ciyuasx). Bbicokue ypoBHU
anti- avB6-IgG onpenensiuce y AeTei ¢ BHIPaKEHHBIM PEKTAIILHBIM KPOBOTEUEHUEM U
MHTEHCUBHOU abgoMuHabHOM 607bt0 (p < 0,001), a Takke mpu yMEpEeHHOM U BBICOKOU
sHAockonuueckoit aktuBHOCTH 10 1ikane UCEIS (p = 0,004).

4. Omnpenenenue ypoBHs anti-GP2  mpoaemoHcTpupoBasio  HaMOOJBIIIYIO

uHpopMaTUBHOCT, y Jeredl B jgebtore Oonesnn Kpona. VYposenb anti- GP2
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MTOJIOKHUTENHHO KOPPEIUPOBAT ¢ KIMHUYECKON aKTHBHOCTHIO 3a00JIEBaHMS IO IITKAJIC
PCDAI (r = 0,582; p = 0,011) u xoHueHTparueii GeKaIbHOTO KaJIBIPOTEKTHHA (p =
0,658; p = 0,003), ObuT BBIIIE NMPU OCIOKHEHHOM TEYEHUU OOJIE3HU MO CPABHEHUIO C
HeocoxkHEHHBIM (p = 0,012) u acconuupoBajicd ¢ YMEPEHHOM 3HIO0CKOIMUYECKOU
akTUBHOCTBIO 110 mikaje SES-CD (p = 0,043).

5. Broicokue ypoBHu anti- MAA-IgG u anti- GP2 B ne6tote B3K accorunpoBansi ¢
HeOmaronpusTHeIM TeueHueM 3adoneBanus. [lpu K anti- MAA-IgG > 45,1 ar/mn
MIPOTHO3UPOBAJT ICKANAIMIO TEPANUU 0 CHUCTEMHBIX TJIIOKOKOPTUKOCTEpOHUIOB (Se
85,7%, Sp 88,9%); npu BK anti- GP2 > 10,4 u > 11,2 ur/mn — na3nauenue 'UBT u
XUPYyprudeckoe BMenaTeabcTBo coorBeTcTBeHHO (Se 100 % B 06oux ciayyasx, Sp 81,8

1 84,6% COOTBETCTBEHHO).
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MNPAKTUYECKHUE PEKOMEHJIALIIUN

1.  Jersam ¢ HenuddepeHMpoBaHHBIM KOJIUTOM, a Takxke B ciaydasx B3K, korna
[0 pe3yJibTaTaM IMOJHOrO0 KOMIUJIEKCHOTO 00ciiefoBaHus B AeOrTe 3a00JieBaHUs HE
ynaércs gocroBepHo Bepuduuuponath (Gopmy B3K, pexkomenayercs omnpexneneHue
ypoBHeit antuten k GP2, MAA (anti- MAA IgG) u unrerpuny avp6 (anti- avp6 I1gG) B
KauecTBE  JIOMOJHUTEIBHBIX  CEpPOJIOTMYECKUX  MapkepoB  auddepeHunanbHON
JUarHOCTUKH.

2. Y pnereid C SI3BEHHBIM KOJIUTOM YpPOBEHb AHTUTEN K MOAM(PUIMPOBAHHOMY
aanyktamu anpOymuny (anti- MAA IgQG) 6omee 45,1 HI/MI B COYETaHUU C PU3HAKAMH
KJIIMHAYECKOW ¥  DHJIOCKOIMYECKOM AaKTUBHOCTU 3a00JIeBaHUS PEKOMEHIYETCS
paccMaTpuBaTh Kak JOMOJHUTENBbHBIN HEOIaronmpHUATHBIM MPOTHOCTHYECKHU (akxTop
py BbIOOpE TaKTUKH JiedyeHus. [Ipy HEoOXOAMMOCTH JaHHBIM MOKa3aTeiab CIEAyeT
YUUTBHIBaTh MPU MPUHATHH pPEUICHHUs O Oojiee paHHEW SCKallalliy Teparuu, BKIIOYas
Ha3HAYEHHUE CUCTEMHBIX IITFOKOKOPTUKOCTEPOUIOB.

3. V nereit ¢ 6one3npio Kpona ypoBenr anturen k GP2 (anti- GP2) 6onee 10,4
HI/MJI pEKOMEHIYETCS paccMaTpuBaTh Kak JOIMOJHUTENbHBIA MPOTHOCTUYECKU
HEONMaronpusATHBIA  (akTOp NpU CTpaTU(PUKALMU PHUCKA, YTO MOMXET CIYKUTh
OCHOBaHUEM JJIs1 BbIOOpa OoJiee MHTEHCHUBHOW TEpareBTUYECKOW CTPATErHH, PAHHETO
Ha3HAYCHUs] TEHHO- MH)XCHEPHOM OHOJIOTMYECKOW Tepanuu W NpOBeACHUsS Oosiee
TIIATENBHOTO  KJIIMHHUKO- SHJOCKOIIMYECKOTO M JIyYE€BOIO MOHUTOPHHIA C LEJBIO
NpO(UIAKTUKY OCIIOKHEHHBIX U XUPYPTUUECKU 3HAYMMBIX (OpM 3a00JI€BaHUS. .

4. letssM ¢ BOCHAJIUTENIbHBIMU 3a00JIEBAHUSMM KHUILIEYHUKA MPH JTUHAMHUYECKOM

HaOII0ZICHUN HE peKOMEeHyeTcsl pyTuHHoe noBTopHoe omnpenenenue ANCA u ASCA
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(IgA un IgG) B KauecTBEe MapKepOB MOHUTOPHHIA OTBETa Ha TEPAIHUIO, MOCKOILKY
IMHAMHKA UX YPOBHEH HE OTpa)kaeT TEKyIIel aKTUBHOCTH 3a00IeBaHMUSL.
5. Ilemmatpam u ractposHTeposioraM Mnpu JuddepeHIaTIbHON AUArHOCTHUKE
BOCHAJINTENbHBIX 3a00JI€BaHUN KHUILIEYHHKA W CTPaTHU(QUKALUN PHUCKA OCIO0KHEHHOTO
TE€YEHUsI PEKOMEHIyeTCsl UCIIOIb30BaTh pa3pabOTaHHBIN aTOPUTM U MPOTHOCTUYECKUE

MOACIIN.



138
NEPCHEKTHUBBI JAJIBHEAIIEN PA3PABOTKHA TEMBI
[TepcrieKTHBBI TabHEHICH pa3paOOTKH TEMBI CBSI3aHBI C OIICHKOM PaCIIMPEHHOM
nanenu ceposornueckux wmapkepoB (ANCA, ASCA IgA/IgG, anti-GP2, GAB,
anti-MAA-IgG u anti-avp6-1gG) B MHOTOIIEHTPOBBIX KUCCICAOBAHUIX ISl YTOUHEHUS
UX JTUArHOCTHYECKOU M IporHoctuyeckort 3Haunmoctu mpu B3K y nereit. Heo6xoaumo
TaK)Ke M3y4UTh JTUHAMUKY aHTUTE B CBSI3U C aKTUBHOCTHIO 3a00JIEBaHUS, OTBETOM Ha
TEeparui U OTAAJEHHBIMH HCXOJaMH ISl CTpaTH(UKALMK PUCKA M IEPCOHATU3AINN

BCIACHMA ITaIMCHTOB.
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CIIUCOK COKPAIIIEHUI U YCJIOBHBIX OBO3HAUEHUI

5 - ACK - 5-aMuHOCQIIMIIMIIOBAsT KMCIIOTA

AJIT — annanmHuHaMUHOTpaHCchepasa

ACT — acmapratamuHoTpaHchepasa

A®K - akTuBHBIE POPMBI KUCIOPOIA

AUYTB - akTHBHpOBaHHOE YaCTUYHOE TPOMOOIUIACTUHOBOE BpEMs
bK - 60ne3up Kpona

B3OH - 6enkoBo-3HEpreTnyeckas HeJOCTaATOYHOCTh

B3K - BocmanuTenpHbIC 32a001€BaHUS KHIIICYHUKA
['UBT - reHHo-uHXeHEpHAst OUOJIOTHYECKasl Teparus
I'KC - rimroKOKOPTHKOCTEPOU B

JHK - ne30kcupuOOHyKIENHOBAs KUCIIOTa

KKT - kenyqo4HO-KUIIIEYHbI TPAKT

NODA - ummyHO(DEpMEHTHBIN aHATN3

MAA —ManoHOBBIN THANTbJIETUI-AlE€TaTIbIECT U]

MJIA — Ma0HOBBIN JUATBICTHT

MHO - mMmexayHapoaqHOe HOPMAIM30BAHHOE OTHOLIEHNE
OAK - obmexnMHrYecKuil aHaIu3 KPOBU

I[ITHU —ipoTpoMOUHOBBIN UHAEKC

CO - cnuzucrasg 000104Ka

COD - cKOpOCTh OCENAaHUS SPUTPOLIUTOB

CPb - C-peakTuBHBII O€JI0K
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V3U - ynbTpa3ByKOBOE UCCIETOBAHUE

OK - dekabHbIN KaTbIIPOTEKTUH

®OHO-a - hakTop HEKPO3a OMyX0Ju anbda

K — A3BEHHBIN KOJIUT

ANCA - aHTUHENTpOUIBHBIE IUTOIIIA3MATUYECKUE AaHTUTENIA

ASCA —anTtutena k Saccharomyces cerevisiae

Anti-GP2 - anTHTeENna K NIMKONPOTEUHY 2 allMHAPHBIX KIJIETOK MOIKETYI0YHON KEJE3bl
Anti-MAA-IgG - anTuTena Kk MAJIOHOBOMY JUaJIbIACTHAY-alleTAIbACTUTY
Anti-avB6-IgG —anTuTtena Kk UHTErpuHy avp6

AUC -area under the curve (ruomaap nog ROC-kpuBoit)

ELISA -enzyme-linked immunosorbent assay (TBepaoda3ubiii UMMYyHO(DEPMEHTHBIH
aHain3)

GAB - anTtuTena k 60KaJIOBUIHBIM KJIETKaM

PCDALI - Pediatric Crohn’s Disease Activity Index (neauarpuyeckuii uHIEKC
akTuBHOCTU O0Jie3Hn KpoHna)

PUCALI - Pediatric Ulcerative Colitis Activity Index (meauarpudeckuii HHIEKC
AKTUBHOCTH SI3BEHHOTO KOJIUTA)

Se — 4yBCTBUTENHLHOCTh

SES-CD - Simple Endoscopic Score for Crohn’s Disease (mpocTast sHA0CKOITHYecKas
mKana st 6one3an Kpona)

Sp - cienuuaHOCTD

UCEIS - Ulcerative Colitis Endoscopic Index of Severity (3Hm10CKONIUYECKHUI WHIEKC

AKTHUBHOCTH A3BCHHOI'O KOJII/ITa)
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HPUJIOKEHUSA

Ipunoxkenue 1 - Munexkc PUCAI

Cumnrom Banabl
1. bonb B )kuBOTE

Het Gonu 0
Bonbio MoxkHO npeHedpeyb 5
CunpHbIEe 001 10
2. PekTalibHOE KPOBOTEUCHUE

Her 0
He3nauntensHoe KommaecTBo, MeHee yeM rpu 50% nedexarmii 10
HesnauuTensHoe KOTUYECTBO MpU OOJIBIIUHCTBE AeeKanit 20
3HauuTenprHOe KonuecTBO (Oosee 50% konudecTBa cTyna) 30
3. Korcuctennus ctyna npu OOJbITHHCTBE e eKaruit

OdopmineHHBIN 0
[TomyodopmiieHHbIH S
[TomHOCTEIO HEODOPMITCHHBIN 10
4. Yacrota ctyna 3a 24 yaca: 0 - 2 0
3-5 5
6-38 10
>8-15 15
5. ledekarus B HouHOE BpeMsi (JItoOOHM 3MU30/1, BHI3BABIINN MTPOOYKICHUE)

Her 0
Ectb 10
6. YpoBEeHb aKTUBHOCTH

Her orpannyenunii akTHBHOCTH 0
DNU30IMYECKOE OTPAHNYECHUE AKTUBHOCTH 5
BripaskeHHOE OrpaHUYeHUE AKTUBHOCTH 10

CymmMmapnsriit uaaexc PUCALI (0 - 85)
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WNHTtepnperanys:
Kpurepun PUCAL:
- Pemuccus - no 10 6aymoB (4yBCcTBHTENHEHOCTE 89%, crienmduarOocTs 89%)
- MunumanbHasi akTUBHOCTD (Jierkast araka) - 10 - 34 Gamna (4yBCTBUTEIBHOCTH 95%,
cnenuduaHocTh 95%)
- YMepeHHasi akTUBHOCTH (CpelHeTspKenas ataka) - 35 - 64 6aina (4yBCTBUTEIBHOCTh
92%, cnenuduarocTs 94%)
- Bricokas akTMBHOCTH (TsKemasl aTaka) - 6ojiee 65 6amioB
- Knnunnyecku 3HaunMbiil 0TBET cooTBeTcTBYEeT cHIKeHnto PUCAI He meHee, yem Ha

20 GaIoB.
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IIpunoxenue 2 - Munexc PCDAI

Kpurepuu Banbl
bosn B xuBOTE Her 0
Mauioli ”HHTEHCUBHOCTH 5
CunpbHOM MHTEHCUBHOCTH 10
Cryn, yacTorTa,
0 - 1 pa3 B nieHb, xuAKUN 03 mpumeceit kposu |0
KOHCUCTEHLIMS
2 - 5 pa3 B JIeHb, C HEOOJIBILION MPUMECHIO 5
KpOBH
bosee 6 pa3 B 1eHb 10
CamouyBcTBUE, aKTUBHOCTh | HeT orpaHndeHus akTHUBHOCTH 0
YMepeHHOe OrpaHNYeHUEe aKTUBHOCTH 5
3HAUYMUTEIbHOE OTPAHUYECHHE AKTUBHOCTH 10
Macca tena Her cHm>xeHust Maccel Tena 0
Cuamxenue Maccol Tena Ha 1 - 9% 5
CHmxenue Maccol Tena 6osee 10% 10
Pocrt Hwuxe ogHoro uenrens 0
Ot 1 - 2 uenrenen 5
Hwxe nByx uenreneu 10
Bosie3HEHHOCTD B )KUBOTE Her 6onesnenHoctu 0
Bosne3sneHHOCTh, OTMEUaeTCs YIJIOTHEHUE 5
Bripaxkennast 601€3HEHHOCTh 10
[TapapekTanbHbie
HET 0
MIPOSIBJICHUS
AxTuBHas ucrymna, 00J1€3HEHHOCTH, adciiecc |10
BHekuiieunbie NposIBICHUST  |HET 0
OJTHO 5
boinee nByx 10




[Tponomkenne Tabnump [Ipunoxenue 2
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Kpurepuu Banbl
I'emarokpurt y agereit 1o 10

>33 0
JeT

28-32 2,5

<28 5
I'emarokpur

> 34 0
(neBouxwu 11 - 18 mer)

29-34 2.5

<29 5
I'emarokpur

>35 0
(manpuuku 11 - 14 ner)

30-34 2,5

<30 5
I'emaroxpur

> 37 0
(manbuuku 15 - 18 ner)

32-36 2,5

<32 5
CO3 (Mmm/gac) <20 0

20 - 50 2,5

> 50 5
AnsOymuH (/1) >3.5 0

3.1-34 5

<3.0 10

Nurepnperanus PCDAL:

- < 10: oTCyTCTBUE aKTUBHOCTH (PEMHUCCHSA)

- 11 - 30: nerkas unmu cpenHeTspkenas hopma
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- 30 - 100: Tsoxenas popma
- Knununyeckuii otBeT Ha JleueHue: cHmwkeHue unjaekca PCDAI na 15 GamioB mo
CpaBHEHUIO ¢ UCXO0HbIM; cymmapHbiid nHaekc PCDAI < 30 6amios
- Knnuanueckas pemuccus:
- PCDAI < 10 6amioB
- V1para orBera Ha jedenue: ypenuuenue PCDAI na 15 6amnoB wiu PCDAI > 30

0aJUIOB
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Ipunoxkenue 3 - Dunockonuyeckuii uaaekc AK(UCEIS)

OuenuBaercs Hau0oJ1ee CHIBHO MOPAKEHHBIA YYACTOK Banibl

CocyaucTbiii pUCYHOK:
0-HopMa
l-nATHUCTAs WK pa3MbITas

2-TIOJTHOE OTCYTCTBHUE

KpoBoteuenne:

0-oTcyTcTBHE

1-HeOoubIIMe CTYCTKU KPOBH (JIETKO CMBIBAIOTCS)
2-HeOO0IBIIIOE KOJTMYECTBO KPOBU B TIPOCBETE

3-CIIOHTaHHOE KPOBOTCUYCHHUC OAKC ITOCJIC OTMbIBAHMA CIIM3UCTOM

Jpo3uM U A3BbI:
0-oTcyTcTBHE

1-3po3un
2-IIOBEPXHOCTHBIE A3BbI

3-ri1y0oKue SI3BbI

UTOoIro

Ipusunak Hoas3nomna | IlpaBbie IHomepeuna | JleBble Ipsamas

1 KHIIIKA oTaeJIbl 1 KHIIIKA oTaeJIbl KHIIIKA

Cocynuctbiii

PHCYHOK

KpoBoTteuenus

dpo3un 1|

fI3BbI

Nurtepnperanus: pemuccus - 0 - 1 6aiioB, MUHMMAalIbHAsl aKTUBHOCTD - 2 - 4

Oaita, ymMepeHHasi akTUBHOCTb - 5 - 6 0aJjioB, 7 - 8 0a/IJIOB - BEICOKAst aKTUBHOCT.
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Ipunoxenue 4 - [Ipocroii s3nn0ckonnueckuii uuaekc (SES-CD)

[pusnak/Taxecrs | 0 1 2 3 Yy

NamUenTa

Pa3mepsnl s13B (cM) | HeT | AdTOo3HBIC bonbmwme,0.5-2cm | >2 cm

HUx mmamerp Mensuie 0.5 cm

I[aomanb 0 <10% 10-30% >30%
U3bS3BJIEHUS
(MPOTSZKEHHOCTH
U3bSA3BJIEHHOM

IOB-TH)

Iaomanb 0 <50% 50-75% >75%
MopaKeHust
(IPOTSZKEHHOCTH

MOPAKEHUA)

Creno3s Her | OnuHOYHBIN, poxoguMm | MHoxecTBeHHBIE, | He

IIPOXOAUMBI IIPOXOAUM

IIpu3nak IMoas3nomna | IlpaBeie IHonepeuynas JleBbIe IIpsimas

A KHIIKAa 0TaeJIbI KHIIIKa 0TaeJIbI KHIIIKa

SA3BBI

ITnomann

HU3bA3BJICHUA

ITnomann

MOpPaKeHUst

CrteHno3s

WNurepnperanus:0-2(1) -pemuccus,3-6 Jerkas SHJOCKIINYECKAS

aKTUBHOCTH(2),7-15- ymepennasi(3),>15 - tsoxenas(4)
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Ipuioxkenue S - ['ucronornyeckuit unaexkc Hancu

bamier

Mopdomnorus

0

OTcyTCTBHE WIM TOJBKO YMEPEHHOE YBEIMYEHHE KOJIUYECTBA

XPOHHUYCCKUX BOCIIAJIUTCIIBHBIX KJICTOK

YMEpEHHOE WM CUJIBHOE YBEIIMYEHHE KIETOK XPOHUYECKOTO
BocnajieHus:  (TUMAOIMTOB,  IJA3MATHUYECKUX  KJIETOK W
203WHO(GUIIOB)  OMpeneNsieTcss Kak  Haludue  yBEITHYCHHUS
KOJINYECTBA XPOHHUYECKHX BOCHAIUTENBHBIX KIETOK, KOTOpPOE

JICT'KO 3aMCTUTD

YMepeHHOe  yBEeTMYEeHHE HEHTpo(UIOB B  COOCTBEHHOM

IIJTaCTUHKC HUJIN B SITUTCINHA

MHoecTBa CKOTUICHUH HEUTPODUIOB B COOCTBEHHOM IITACTHHKE

1 / MW B IIATECITUN

S3BBI WM 3pO3UM, ONMpEAC/siIEMble KaK MOTEPs KPUNT TOJCTOM
KUIIKA , 3aMEHEHHBIX ‘‘HE3peoil’ TpaHyJSIIUOHHON TKAHBIO
(Ie3opraHM30BaHHbIE KPOBEHOCHBIE COCYIbI C
OKCTPAaBa3UPOBAHHBIMU  HEUTpOPWIAMH) UM  HAJIUYHUEM

(GuOpMHOMHOWHOTO SKCCyAaTa

Nurepnperanus:

TUCTOJIOTNYCCKAsd pCMUCCUA = O; TUCTOJIOTHYCCKHI OTBET < 1.

I'ucronornyecknii nanexkc Geboes

[Ipn3Haku

Mopdomornueckre n3MEHECHUS

0.ApXUTEKTypHBIE U3BMECHECHUS 0. Her mat usmeHeHuu

1.HeGomnbiue nu3aMeHeHUs
Jlerkue/ymepennbsie  nuddy3HbIC
MyJIbTH(OKATBHBIE U3MEHEHUS
BripaxxeHHbIC nuddy3HbIE

MYJIBTH(POKATHHBIC H3MEHEHUS

NI

NI

1. Xponunueckuii

BocriasinrenbHbid | 1.0. Het yBennuenus
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HHPUIBTpAT

2.0. JIerkoe, HO JTOKAJIbHOE YB-€
3.YMepeHHOE YBEINYCHUE

4.3amMeTHBIN pOCT

2A.D03uHODUITBI B coOctBenHoi | 2A.0 Het yBenuuenus

IJIACTUHKE 2.0. JIerkoe, HO TOKAJIBHOE yB-€
3.YMepeHHOE YBEINUYCHUE
4.3ameTHBIN poCT

2B.HetiTpoduibt B cobctBenHoi | 2B.0 Het yBenmnuenus

INIaCTHHKC

2.0. Jlerkoe, HO JIOKQJIbHOE YB-€
3.YMepeHHOE YBEINYCHUE

4.3ameTHBIN poCT

3.Heitrpodumnsl B sniurenuu

3.0.Her

3.1. <5% pa3py1iieHo Kpunt
3.3. <50% pa3pyuieHo KpuIr
3.4. >50% pa3py1eHo Kpunr

4. JlecTpyKiusi KpUOT

4.0. Her

4.1.Bo3MOKHBIN U30BITOK HEUTPOPHUIOB B
JaCTH KPUIT

4.2 Vlcue3HOBEHHE SIBHOE KPUIT

4.3 Pa3zpylieHrue eIMHUYHbBIX KPUIT

5.9po3uu U sA3BbI

5.0  OrcyrcTtBHE  3pO3UM 3B W
rpaHyJIIIAN

5.1. Perenepanus snurenusi+ BOCHAJICHHUE
B MPUJICTAOIINX TKAHAX

5.2 Bo3MOXXHBIE 04aroBbI€ IPO3UU

5.3 SIBHBIE 3pO3UN

5.4 SI3BBI UM rpaHyIALMOHHAS TKAHb

HMHTepripeTanysi: TUCTOJIOrHYECKAS] pEMUCCUA < 2 , TUCTOJIOTNYECKAS

AKTUBHOCTH > 3




