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According to current understanding of the mechanisms underlying primary immunodeficiencies (PIDs) and their clinical course, there is a clear
and clinically significant association between this group of disorders and autoimmune manifestations (AIMs).

This article presents up-to-date information on AIMs in patients with PIDs, with a focus on the most common conditions and key clinical features
that warrant consideration of PIDs in the differential diagnosis of patients with rheumatic diseases.
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[NepBuunbie ummyHonedunutel (I[TW1) — rpynma reHeTr-
YeCKH IeTEPMUHUPOBAHHBIX 3a00JIeBaHUI, COMTPOBOXKIAIOIIMXCS
(GYHKIIMOHANBHBIMU HapYLIEHUSIMUA BPOXIEHHOTO W/WUJIU
MPUOOPETEHHOT0 3BeHbeB UMMYHHOI cuctemsl [1]. [To raHHBIM
Pa3IMYHBIX PETUCTPOB, B HACTOSILIEE BPEMSI PACITPOCTPAHEHHOCTh
ITHU/1 ouenuBaercsa npumepHo B 4—10 caygaeB Ha 100 ThIC. HO-
BOpoXIeHHBIX [ 1]. B oryonukoBanHoi B 2022 T. KimaccudbuKaIuu,
pa3paboTaHHOI KOMUTETOM dKCIEepToB MeXayHapoqHOTO colo3a
“UMMYHoJiornyeckux oouiect (International Union of Immuno-
logical Societies, IUIS), npencrasieHo 485 pa3muyHbIX (DeHOTUIIOB
BPOXIEHHBIX HapylieHUi nmmyHurterta [2]. Yuciao M3BeCTHBIX
TN ]] HeykJIOHHO pacTeT OJjaroaapsi IMHAMUYHO COBEpPIIEH-
CTBYIOLIMMCSI METO/IaM T€HEeTUYecKoil auarHoctuku. Hapsimy c
MoHoreHHbIMU BapriaHTamu [T /] B HacTosiiee Bpemst CylecTByeT
0OJIBIIIOE YUCIIO MOJUTEHHBIX UMMYHOIE(DUIIMTOB, XapaKTepu-
3YIOIINXCSI TeTePOTeHHOM KITMHUYECKOW KapTUHOW, OOYCIOB-
JIEHHOU OOJIBIIEH CIOXKHOCTHIO MMMYHHBIX CUTHAJIBHBIX ITyTei
[3, 4]. HakorieHue orpoMHOTO ITyJia COBPEMEHHBIX TTPEICTaBIeHU T
o MexaHuszmax ¢dopmupoBanus [N/, ananus Goapmmx 6a3
JAHHBIX C IeTaTbHBIM OMUCAHUEM KJIMHUYECKUX U JTa0OPATOPHBIX
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nposinenuit [TM]1 cymecTBeHHO U3MEHWIM B3IJISII Ha 3Ty Ma-
tonoruto. Eciu panbiie ITU/I cB3bIBaiM B OCHOBHOM C MOBBI-
ILIEHHOI BOCITPUUMYMBOCTBIO K MH(MEKIIMHU, TO CETOIHS BbISIBJICHA
accouuarust mexay [M1J1 u HemHeKLMOHHBIMU TTPOSIBJICHUSIMU,
Cpely KOTOPBIX BAXKHYIO POJTb UTPAIOT ayTOMMMYHHBIE HapyIIIeHUST
(AMH), BpI3BaHHBIC aHOMAJILHO peryJ/Isilieli MUMMYHHOTO OTBeTa
W TIPOSIBIISIIONIMECS HapylIeHMEM MMMYHHOI TOJIEpAaHTHOCTU K
COOCTBEHHBIM aHTUTEHAM C BIPAOOTKOI ayToaHTUTEN [4].
Hanuune TTWJ MoxeT MOBIMSITHL Ha 1000 KOMITOHEHT
WMMYHHOU CHCTeMBbI Ha pa3HBIX cTamusx 3abojeBaHus. Ha
TePBBIN B3IJISI, BBI3bIBACT HEIOYMEHHME, 4TO TTpy Haymmauu [T ]
MMMYHHas CUCTeMa MOXET He pearnpoBaTh Ha YyXXepOIHbBIC T1a-
TOTEHBI, B TO XK€ BpeMsI aKTUBHO pearupysi Ha COOCTBEHHbIE aH-
TureHbl. OCHOBHbBIEC MAaTOr€HETUYECKE MEXaHU3Mbl Pa3BUTHUS
ayToMMMYyHHoM natojioruu npu [THU/] no koHua HescHbl. Cun-
TAeTCsI, YTO B OCHOBE UX Pa3BUTHUSI JISKUT COUETAHUE B PA3TUIHBIX
COOTHOIIICHUSX Ie(PEKTOB LIEHTPATBLHOU 1 TTepu(epruIecKoit To-
JIEpaHTHOCTY B aIalITUBHOM 3BeHE IMMYHHMTETA (Te(eKT MHIYKIINI
TOJIepaHTHOCTU K T-TuMdounTam, HapylieHre KaK HHIYLIMPO-
BaHHOI aKTUBAlLIMe TMOen KJIETOK, TaK U alloNTo3a ayTopeak-
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TUBHBIX T-TUM@OLIMTOB Hapsimy ¢ 1eeKTOM reHepauu 1 GyHK-
uuu Treg, a TakKe HapylleHUe SJIMMUHAIIMKA aKTUBUPOBAaHHBIX
B-numdoimToB); MyTaluii B reHaX, KOTOpbIe BJIUSIOT Ha pas-
JIMIHBIE TTOATPYIITBI MMMYHHBIX KJIETOK; HAJMIUE TEePCUCTH-
pyIoIieit 1 XpoHU4IecKoi MHMOEKIINY 1 BOCITaJIeHUST, K KOTOPBIM
CKJIOHHBI MmanueHThl ¢ [TW/1; HapylieHre anonTo3a U CHIKEHHE
KJIMpeHca UMMYHHBIX KoMIuiekcoB [1, 5, 6]. [lokasaHo, 4To y
nauveHToB ¢ [TM]] uHTeHCUBHAs aHTUTEHHAsl Harpyska B pe-
3yJIbTaTe PELUAUBUPYIOIIMX UM TIEPCUCTUPYIOIINX MHMEKIIMIA
(13-3a MOJIEKYJISIPHON MUMUKPHUY ¥/WJIU TIPUCYTCTBUST CyTIep-
aHTUTEHOB) U AedeKThl B KJIMPEHCE aHTUTEHOB TOBBLIIIAIOT
CKJIOHHOCTB K pazButuio AUH [7]. O6BIMHO pelMANBUPYIOIINE
WHMEKIINY 1 TTaTOreHHbIE MUKPOOPTaHU3MBbI BBI3BIBAIOT MPOJIH -
epaluio aHTUTreHCeU(PUIECKUX TUM(POLIMTOB, UTO MTPUBOAUT
K YHUYTOXEHUIO MAaTOI€HHBIX MUKPOOPTaHU3MOB C MOCSTYIOIINM
aItoNTO30M aKTUBUPOBAHHBIX TUMGOIIUTOB JIJIsl BOCCTAHOBJICHMS
HOPMaJIbHOTO TOMEO0CTa3a UMMYHHBIX KJIETOK. B pesysbrate xpo-
mocomHas JIHK, BbicBoOOXIato1ascst U3 anmonToTUYECKUX Kiie-
TOK, SIBJISIETCS OCHOBHBIM MCTOYHMKOM ayTOAHTUTEHOB; CJIEIO-
BaTeJIbHO, alTONTOTUYECKHUE TeIblia HEOOXOAMMO OBICTPO YIAISITh
u3 BocniajeHHol TkaHu [3]. Y mauuenTos ¢ [TW]I noBbilieHHOE
KOJIMYECTBO OTMHUPAIOIINX KJIETOK W amONTOTUYSCKUX TeJell
MOXET IMPUBECTH K HETTOJTHOMY TTOTJIOIIEHUIO X Makpodaramu.
B pesynbrate HemOCTaTOYHBIN KIMPEHC aHTUTEHA MOXKET CITPO-
BOLIMPOBATH OTJIOXKEHNE UMMYHHBIX KOMITJIEKCOB B OpraHax-Mu-
IIEHSIX, aKTUBALIMIO KJIETOK, CTUMYJIMPOBATh XPOHUYECKOE BOC-
najeHue U odpa3zoBaHMe aHTUTKaHEBBIX aHTUTEN [7]. B TO Xe
BpeMsi 1pu HekoTopbix Tunax [T/l HecmocoOHOCTh TPpanUIIMOH-
HBIX UMMYHHBIX TTyTell OpraHM3Ma-Xo3siMHa JIMMUHUPOBATH
MUWKPOOHBIE aHTUTECHBI MOXKET CTaTh MIPUIMHON U30BITOYHBIX 1
XPOHUYECKUX BOCIIATMTENIbHBIX PeaKIInii 3a c4eT Hed((hEKTUBHBIX
aJIbTepHATUBHBIX UMMYHHBIX ITyTEl, YTO BbI3bIBAET MOBPEKICHME
KaK MHGULMPOBAHHBIX, TAK U COCEIHUX KJIETOK. TakuM 00pazoM,
COIJTACHO NTaHHBIM JINTEPATYPHI, Y MAIIMEHTOB ¢ MMMYHOIehU-
LIUTOM ayTOUMMYHUTET HE MPeJNoJaraeT HapyleHUs TOJIePaHT-
HOCTH K COOCTBEHHBIM aHTUTECHAM; Ha CaMOM JieJie, 3TO MPOCTO
MOBPEXICHNE TKaHEel, BbI3BAHHOE XO3SIMHOM B €r0 IIOIBITKE
YIAJIUTh YyKepOaHble aHTUTeHBI [6]. XOTSa pasjnyHbIe ayTo-
MMMYHHbIe 3a00JIeBaHUSI MOTYT OTJIMYAThCsl (PEHOTUITUUYECKU,
X TTaTOPU3NOIOTHISCKIEe MEXaHU3MBI B COOTBETCTBUU C KOH-
LIeTMe ayTouMMyHHOU TaBTosioruu cxoxu [8]. [lonrBepxxneHuem
3TOI TEOPUHU B KIIMHUYECKON MTPaKTUKE CIYXKAT HATUIUE TTOJIH-
ayrouMMyHHuTeTa (pa3Butre HecKonbkux AMH y omHoro naieHTa)
1 CeMEHbI ayTOMMMYHUTET ¢ (POPMUPOBAHUEM Pa3IUYHBIX
ayTOMMMYHHBIX HapyLIEHUI Y YJIEHOB OAHOM ceMbH [8]. AHall0-
r4yHasl KapTuHa HaomonaeTcs: B ceMbsix ¢ [TU/1, yTo oObsicHSIET
MexaHu3MbI pazButuss AUH, B ToM dnciie momayTonMMyHUTeTa
y otux mauueHToB [6]. Tak, B ucciaengoBanuu H. Abolhassani u
coaBr. [9] 17,5% mnauueHTOB ¢ celeKTUBHBIM IgA-neduiiurom
UMEJIU POACTBEHHUKOB IEPBOM U BTOPOU JTMHUM POACTBA C pa3-
JuyHbiMU AVH.

AyTOMMMYHHASsI TTATOJIOTHSI MOXKET BO3HUKATh 0 WJIN ITOCITe
nuarHoctuku [T/ B 11060M Bo3pacTe, B TOM YKCJIe MOXET ObITh
nepBbsiM cumnitomom TTWJT [1, 10]. H.E. Baris u coasr. [11] mpu
HUCCIIeIOBaHNM Typellkoii Kkoropthl namueHToB ¢ [T u AUH
YCTAHOBWJIM, YTO HaJM4YMe ayTOMMMYHHOM MaTOJOTMU Y Talu-
€HTOB PaHHETO BO3pacTa, Jae B OTCYTCTBUE YaCThIX MH(MEKIIUIA,
SIBJISICTCSI OCHOBaHuUeM uist oocienoBaHus Ha [T/,

CrieKTp OpraHHBIX MOPAKEHUN B paMKaX ayTOMMMYHHOM
natosioruu nipu [TW]1 upe3BbluaitHO pa3HOOOpa3eH 1 BKIIIOYAET
ayTOMMMYHHBbIE [IUTONICHUM, SHIOKPUHOIIATUH, TEIIaTUT, ayTO-
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VMMYHHBIE 3a00JIeBaHUS JIETKUX, TTOPAXEeHNE KOXU, KeIya0u-
HO-KHUIIEYHOro TpaKTa, MOYeK U T. ., B psie CAyyaeB 3TU U3Me-
HEHMSI MOTYT COIpOBOXIAThes TuMmdonponudepaumeii [1, 10].
Jlunupytoniye mo3uiMy 3aHUMAIOT Pa3InIHbIe IIMTOTIEHUH (ayTO-
VMMYHHAasI TPOMOOIIUTOTICHNIeCKasl MypItypa, TeMOJTUTHIeCKast
aHeMUsl, HEUTPOIIeHNH 00 MX KoMOMHaums — cuHapom Pu-
mepa—3BaHca) [1, 10, 12]. D10 momyepKuBaeT BaXKHOCTb pac-
MO3HABaHUsI ayTOMMMYHHOI LIUTOTIEHUU KaK «CUTHATIBHOTO TIPU-
3HaKa» UMMyHoaeUuLnTa (OCOOCHHO Y IeTeil), TpeOyIOIIero ae-
TaJbHOW OIEHKW COCTOSIHWSI MMMYyHUTeTa. B mcciemoBaHuu
E. Westermann-Clark u coasr. [13], BkimrouaBiem 154 manmenra
C TIOATBEPKICHHBIM TUATHO30M UMMYHHO# 1tutoneHuu, y 11%
13 HUX BbIsSIBJIEH Kakoii-nmu6o Bapuant [TW]JI (7,4% w3 oGuieit
KOTOPTHI MAaLIMEHTOB C IUTONEHUSIMI). DT MALMEHThI XapaKTe-
PU30BaAJIMCh TAaKXKe HU3KUM coaepxkaHueM T-aumborutos (CD3
u CD8), IgG u IgA u 0ojee BbICOKOI pacrpoCTpaHEHHOCThIO
ayTOAHTUTEJT K SPUTPOITUTAM, TPOMOOIINTAM TN HEUTpobuIam.
JrarHo3 ayToMMMyHHO! LIUTOTIEHUY TIPEIIIeCTBOBA Bepudu-
karuu nuarnosa [1U] B cpennem Ha 3 roaa [13]. [Tpu Hanuauu
TN ]1 3Hauumo yaiie, 4YeM IMPU €ro OTCYTCTBUU, OTMEYaIUCh
ayTOMMMYHHasi TeMoJinTuieckast anemus (64,7 u 11,7% coort-
BETCTBEHHO), ayTOoMMMYHHasi Helitportenus (35,3 u 0,7%), on-
HOBPEMEHHOE MOpakeH1e HECKOJIbKUX KPOBSIHBIX POCTKOB (64,7
u 2,2%). HTepecHO, 4TO B 3TOM MCCJIEIOBAHUM U3 OOILEH
KOTOPTHI MAIIMEHTOB ¢ uToneHussMu auario3 CKB Obu1 Bepu-
duupoan y 3,5%, T. e. bosiee yeM B 2 pasa pexke, 4eM ayTo-
MMMYHHbIEe LMUTONIeHuH Y nauuenTtos ¢ [T [13].

CornacHo pesysbrataM uccienoBanust A. Fischer u coaBr.
[1], koTopoe Bktouasno 2183 marueHTa pazHoro Bo3pacta (0,5—
92 roma) u3 dpaHiry3ckoro HanmoHanabHOTO peructpa [T/,
pasnuunbie AMH 6butn BoisiBiIeHBI B 26,2% ciydaeB. B ux cTpyk-
Type JIUAMPOBAIM ayTOUMMYHHBbIE 1IuToneHnn — 31,4%, yacrora
peBMaTHYecKuX 3abojeBaHuii coctaBwia 12,8%. 1o maHHBIM
3TUX aBTOPOB, PUCK Pa3BUTHUSI ayTOMMMYHHOU IIUTOTIEHUH Y T1a-
uuenToB ¢ [TU]] 6611 o MeHbineit Mmepe B 120 pa3 BbIlie, 4eM B
0OI11e# TIOMYJISILIAHY, B YaCTHOCTY ayTOMMMYHHOU TeMOTUTAIECKOM
aHemuu y aeteii — B 830 pa3, ayToMMMYHHOI1 TPOMOOIIMTOTIEHUH —
B 60 pa3. Pruick peBMaTnueckux 3a0oeBaHMii ObUT B 6 pa3 BbILLIE
MOMYJISIUMOHHOTO, B TOM YUCJIe I0BEHUJILHOTO apTpuTta — B 40
pa3 [1]. AyrouMMyHHbIe TPOSIBJICHUS] HAOIIOIaTUCh BO BCEX BO3-
PACTHBIX IPYIIax, TpaduK KyMyJISITUBHON 3a00J1€Ba€MOCTH ObLIT
MOYTH JIMHEWHBIM TocsIe epBbix 8—10 sieT xu3uu, y 40% nauu-
eHtoB AUMH BosHukim B Bo3pacte mo 50 jner. PasButue ayro-
VIMMYHHOH MaTOJIOTMU aCCOLMUPOBATIOCH C YXYILIEHUEM IIPOrHO3a
JIOJITOCPOYHOM BbXKMBaeMocTH [1].

Yacrora AUH 3aBucut ot Bapuanrta [TW/. TTpu obuem
BapnabeTbHOM MMMYHOIE(DUIIUTEe WX YacCTOTa COCTABISET
20—30% [14], npu cunapome Buckorra—Ommpuua (X-cuer-
JIEHHBI KOMOMHMPOBAHHBIA UMMYyHOAeGuULUT) — 26—72% [15].
IIpu cenextuBHoMm IgA-nedunure AWUH BbIBACHBI Yy
17,3—31,7% namuenTos [9, 16].

Cpenu nanuento ¢ AMH u ITW /I npeoGnanalor auia Myx-
CKOTO T10J1a He3aBUCHMO OT Bo3pacta — 55% [10, 12], mpu ayTo-
MMMYHHBIX IIUTONEeHUsX, Mo naHHbM E. Westermann-Clark u
coaBT. [13], onu coctasnsiu 64,7% BceX GOJIbHBIX.

B uccnenosanuu M.Y. Kaplan u coasr. [10], BKJIlouaBiiem
tosbko neteit ¢ MM (n=1036), ayToMMMyHHbBIE M BOCIAIH-
TeJIbHBIC TIPOSIBICHUS Habmonanuck B 10,1% citydaeB, cpeaHMiA
Bo3pact Manudecraunu AUH nocturan 61,3+53,0 mec. HanGosnee
pacrpocTpaHeHHBIMU ObLITM ayTOMMMYHHBIE 1utorieHuu (51,8%)
Y SHIOKpUHHBbIC 3aboneBaHus (26,5%). MHTEpecHO, UTO pas-
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JIMYHBbIE ayTOAHTHUTE/ A BBISIBJISUIACH Y 69,3% NaluueHTOB B UC-
cJielyeMOIi TPyIINe MPU JOCTaTOUHO BHICOKOM YaCTOTE TOJIOXKM -
TesbHOM 1po6el Kym6ea (30,1%), onHako 4MciIo IeTeil, mo3u-
TUBHBIX M0 AHTUHYKJIeapHbIM aHTUTe1aM (AHA), ObLU10 He3HauU-
TenbHLIM (3,75%).

B cBs3U ¢ 3TUM HEOOXOAMMO OTMETUTD, YTO YPOBHM ayTO-
aHTUTEJ B CBIBOPOTKE KpoBH y manmeHToB ¢ [TU] 1 AH yacto
OBIBAIOT HU3KMMU WJIM OCTAIOTCSI B HOPMAaJIbHBIX Ipeneiax [6].
D710, 06€3yCIIOBHO, 3aTPYAHSIET paclio3HaBaHUE ayTOMMMYHHOI
MaToJI0TUH y TAKUX MALMEHTOB, TaK KaKk OCHOBOI JJAOOpAaTOPHOM
MUATHOCTUKY OOJIBIIMHCTBA ayTOUMMYHHBIX 3a00JIeBaHUN SIB-
JISIETCS BBISIBICHUE COOTBETCTBYIOIIMX ayroaHTuren [6]. M3-3a
TUIIOTaMMAarJIo0yJIMHEMUIECKOTO COCTOSIHUSI TIPU MMMYHO/IE-
(uLMTaX C MPEUMYIIECTBEHHBIM HapyIlIEHUEM CUHTE3a aHTUTENT
(Hammpumep, ripu IgA-aeduLuTe) 1 1axke HEKOTOPBIX BUIAX KOM-
OMHMPOBAHHOTO MMMYHOIEMUIINTA TUATHOCTHYECKUE TECTHI,
OCHOBaAHHBIE Ha OTpeNe/IeHN aHTUTeJ, MOTYT 0Ka3aThesl Oec-
MOJIE3HBIMU. BMecTe ¢ TeM y HEKOTOPBIX OOJBHBIX MOTYT OBITh
HOpMaJIbHbIE YPOBHU MMMYHOTIJIOOYJMHOB, B TO BpeMs Kak y
HUX HE BbIpabaThIBACTCS TOCTATOYHOTO KOJIMYECTBa Crieludu-
YECKUX aHTHUTEN, MO3TOMY OOJBUIMHCTBO ayTOAHTUTE B 3TUX
ciyvasix He ooHapyxuBatorced [17]. Takue BapuanTel [T/, kak
neUIUT crieurudUuIecKruX aHTUTeT U OOIIMii BapuaOe bHbIN
WMMYHOICHUIINT, SIBISIIOTCS SIPKAMU TPUMEPaMU UMMYHO/IE-
¢uImMTa ¢ TPEUMYILIECTBEHHBIM HapyllIeHUEM CUHTe3a aHTUTEII,
Koraa u3-3a AMCc(YHKIIMA MMMYHHON CHCTEMbl HaOIrOmaeTcs
HU3Kag BbIpaboTKa ayroaHTtuten [6]. Kpome Toro, mpu TTUJI
gacTo umeetcs neuuT IgA, 9To o3HaYaeT HeMOCTATOK AaHTUTEN
K 3TOMY KJIacCy UMMYHOIJIOOYJIMHOB [ 16]. TakKe B KITMHUUECKOM
MpakTUKe HEOoOXOAMMO YYWUTHIBATh, 4TO, eciu auarHos [THJI
MONTBEPKIEH U MAITMEHTY €XKeMECSIIHO TTPOBOINTCS BHYTPUBEHHOE
BBeICHME UMMYHOIJIOOYJIMHA, 9TO MOXKET MOBJIMSTH HA PE3Y/IbTaThl
HEKOTOPbIX UMMYHOJIOTMYECKHUX TECTOB C OTPHUILIATEIbHOI Cepo-
KOHBepCHeil ayToaHTUTeN [6].

H.E. Baris u coasrt. [11] moka3zasnu, 4To yailie BCEro u3 Map-
KepoB ayToMMMyHHUTeTa y nauneHToB ¢ [1W]I, B oTimuue, Ha-
MpuMep, OT ayTOUMMYHHBIX PeBMaTUYECKUX 3a00JIeBaHUIA, BbI-
SIBJIsIaCh TOJIOXKUTeIbHas npsimas npoba KymoGcea (30,0%),
ropasno pexxe — AHA (16,7%), a ayroaHTHTeNa K IIUTOBUIHOMN
XeJsie3e OblTM 0OHapyXeHbl B 13,3% ciydaeB. AyroaHTUTeIa He
BbIsIBJICHBI Y 33,3% TalveHToB.

B HekoTophIX paboTax 4acToTa OOHAPYXKEHUS pa3TUIHBIX
ayroaHTtuten y nauueHToB ¢ [1M]l Oblia Bbillie, yeM yacToTa
ayTOMMMYHHBIX TiposiBieHuit. Tak, B uccienoBanuu A. Tahiat u
coaBT. [12], BkioyaBiem 299 mauuMeHTOB pa3HOIo Bo3pacTa
(cpennuii Bo3pact — 12,8 rona, auanazon — 0,1—80 yer) ¢ [TU/I,
27,4% nmenn AUH, Bxirouast ayrouMmyHHbIe nurorienuu (10%)
U peBMaTuueckue 3adoseBanus (3,7%), B TOM 4YUCIIe CUCTEMHYIO
kpacHyto Bomyanky — CKB (1,3%). [1pu 3TOM MouTH y TpeTtu
natueHToB (y 30 u3 97) ¢ [11]/1, mo3UTUBHBIX MO ayTOAHTUTEIaM,
He ObUIO KITMHUYECKUX MIPOSIBIIEHUI ayTOMMMYHHOT'O 3a00J1eBaHusI,
Cpell ayTOaHTUTE Y HUX YacTo BhISIBISUIMCH AHA, peBMaTouaHbIi
dakTop (P®D), aHTHUTEIA K MIAAKOM MycKynatype, aHTudocho-
JIMTIUIHBIC aHTUTEIa U aHTUHENTPpO(PMIbHBIC IMTOIIIa3MaTHIe-
ckue antutena (AHLA). M3 30 mamueHTOB, MO3UTUBHBIX IO
AHA, To1pKO 6 MMeU MOATBEPKAEHHOE PEBMAaTHYECKOE 3a00-
JIeBaHue, a U3 15 mauueHTOB, MO3UTUBHBIX IT0 PD, — ToBKO 2.
CoryacHO pe3yJibTaTaM 3TOTO UCCIIeNOBaHUsI, Pa3IMIHbIe ayTO-
anTurena rnpu [WJ1 BeIABASIUCH Yallle, YeM B IpyTITe 310pOBOTO
kouHTposst: Hanpumep, AHA — B 10 u 6,7% ciydaeB COOTBET-
crBeHHo, AHLUA — 84,31 0,8%, P® —B 5,0 u 0,8%, anTuTena K
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rnaakoi myckynatype — B 5,5 u 0,8%. Ilpu aToM HE0OX0aUMO
TTOMHUTB U O BO3MOKHOI aCCOLIMALIUU TTOSIBICHUST ONPeIeTIeHHbBIX
ayTOAHTUTEJ C pa3BUTUEM MHGMEKIUM y 3TUX TauueHToB [18].

CorsnacHo aaHHbIM JuTtepaTypbl, AUH moryt Bo3HuUKaTh
npu odoM [THUI. Mbl paccMOTPUM JIMILb HEKOTOPBIE U3 HUX,
HanboJiee 9acTo aCCOLMUPOBAHHBIE C AayTOMMMYHHBIMU 3a00J1e-
BaHUSIMU.

Camoit pacnpocrpaHeHHoi rpynmnoii [THU/] sBasiiorest um-
MYyHOOepuyumol, XapaKmepusylouuecs HapyuieHuem ebipadomu
anmumen [ 19]. Haubosee KITMHUYECKU 3HAYUMBbIIA U3 3TOI TPYIITbI
MU — obuuit apuabenvrviii ummyrnodegpuuyum (OBU L), KoTophrii
TIPECTaBIISIET COOOI TeTEePOTeHHYIO TPYIIITY 3a00JeBaHU ¢ 00-
UMY UMMYHOJIOTMYECKMMU OCOOEHHOCTSIMU B BUJIE TUIIOTaM-
MarjoOyJIMHEMUN Y HEeaJeKBaTHOTO aHTUTEIBHOTO OTBETa Ha
naToreHbl M BakuuHauuio [20]. B KpynmHOM MHOTOLIEHTPOBOM
KCCleIoBaHUM, B KOTOpOM ydyacTBoBau 6osiee 2000 rmanueHToB
¢ OB, ANH 6b111 caMbIMU paclipOCTPaHEHHBIMU HEUH(EK-
LIMOHHBIMU TIPOSIBIIEHUSIMU, TIPUCYTCTBYIOITUMU TIOYTH Y TPETH
narueHToB [21]. [To manaeiM H. Chapel u coasr. [22], K unciy
YacThIX aQyTOUMMYHHBIX MTPOSIBJIEHUH Y 9THX MAaLlUEHTOB MOXKHO
OTHECTU MIMOMATUYECKYI0 TPOMOOLIUTONEHUYECKYIO MypITypY,
AyTOMMMYHHYIO TeMOJUTUYECKYI0 aHEeMWIO, BOCIAJIUTEIbHbBIC
3a0oseBaHus kuiedyHuka (B3K) u pesMatounnsiii aptput (PA),
pexe Bctpeuanuch CKB, yBewT M BacKyauT. Y IMallMeHTOB C
OBU/I peBMaTuyecKasi matoiorus BeisiBjieHa B 6—10% ciydaes,
B 9TOI rpyTIIe MpeBaIupoBav MALMEHTKU XKeHCKOTO MoJa, Mpu-
yeM HauboJiee pacrpOCTPaHEHHBIM MPOSIBICHUEM OKa3ajics
aptpurt [23, 24]. UHTepecHO, YTO y TPETU MALMEHTOB JUarHo3
peBMaTnYecKoro 3abosieBaHUsI OBIT TOCTABJIIEH IO ITMATrHO3a
OBM/I, 4To TTO3BOJIAECT OOCYXKIAaTh BO3MOXKHOCTh BBISIBJICHMUS
peBMAaTOJIOTaMU 3TOTO 3a00JIeBaHUS PaHbIIIEe C TOMOIIBIO pac-
LIMPEHHOTOo cKpuHUHTa. [laToreHes HapylieHUs] UMMYHHOM
perynsiuyu ipu OBUJI, BeposiTHO, MHOTO(aKTOPHbII U 3aBUCUT
OT OCHOBHOI1 mpuuuHbl 3a6ojeBanust. Jo 10—20% cnyuacs
OBUJI uMeoT MACHTU(GULNPYEMYIO MOHOTCHHYIO TPUYUHY,
TpUYeM CaMble BEICOKME TIOKA3aTe I OTMEYAIOTCS y TTAllUEHTOB
¢ Oojee paHHMM BO3pPacTOM Hayaja ayTOMMMYHHOTO 3a0oJie-
BaHus [25].

Jpyrum npeumyiiecTBeHHO aHTuTeaoaeuuuTHbiM TTUT,
BCTPEYAIOIIMMCS B TIPAKTUKE PEBMATOJIOTA, SIBJISIETCST CeACKMUBHDIIL
depuyum IgA (cIgAJl) — Hambosee pacripoctpaHeHHbiit [TU] y
esporreiites (1: 142—600) [16, 26]. 3aboseBaHME JEMOHCTPUPYET
OTYET/IMBYIO CEMEMHYIO K1acTepu3aiinio, 33,3% naiueHToB Mpo-
HCXOJST U3 KPOBHOPOJACTBEHHBIX c01030B [9]. Kpome Toro, 20—
25% nanuenToB ¢ clgAJl umeloT B ceMeiiHoM aHamHe3se clgAJl
wm OBUJI [16], yactota cIgAJl BapbupyeTcst oT 13% y IM3UTOTHBIX
6sm3HeoB 10 31% y MOHO3UTOTHBIX [27]. XOTs ypoBeHb IgA 'y
MYXYWMH, KaK TPaBWIO, BBIIIE, JTUIA MYXCKOTO I0ojia OOJICIOT
vaiue [9, 16]. B nuteparype nMeroTcst COOOLIECHUSI O MHOXKECTBE
AWH y 2Toil rpynnbl MaiyeHTOB, BKIKOYas ayTOUMMYHHYIO
TpoMOoLuToneHuio (AWT), uauonarnyeckyro TpoOMOOLIMTONIE-
HWYECKYIO MyPITyPY, TEMOJIUTIHYECKYIO aHEMUIO, CKITEPO3UPYIOTIU I
XOJIAHTUT, liennakuio, copuas, B3K, CKB u np. [27]. CBs3b ¢
clgAJl oTueTIMBO TIPOCIEKUBACTCS Y TAIIMEHTOB C IOBEHWJIbHBIM
uauonatuyeckum aprputom (KOUA) [28]. PactipocTpaHeHHOCTh
clgAly neteit ¢ KOUA Gbl1a usydeHa B 9 ucciaenoBaHusIX, B KO-
TOPBIX OOHapyxkeHo, uTo aeTu ¢ clgA/l u FOUA coctasisior oT
1 no 4,35% nipu cpemHeB3BelllcHHOM 3HayeHUW 2,7% [29].
B onHOM uccrienoBanuu, B koropom ydactBoBaiu 2100 meteii, y
0,76% w3 Hux ¢ uzsectHbiM cIgAl 6611 FOUA 1o cpaBHeHMIO C
0,009% B kKoHTpOJBLHON rpyne [16]. Yactora CKB npu nanHOM
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Bapuante [T1/] koneonercs ot 1:19 B CILA no 1:130 B Mcrmanuu,
cpenu nmauuenToB ¢ CKB 1,3—3,8% umeror clgA/l [29]. MHTepecHo,
yTO pacrpocTpaHeHHOCTb cIgA/l y kuTaiickux nauueHToB ¢ CKB,
no naHHbIM N. Wang u coaBt. [29], Obl1a 6osnee yem B 30 pa3
BBIIIIE, YeM B 00111ei ormysiiiuy Kurtast, 4To yKazbiBaeT Ha CUJTb-
HYIO CBSI3b MEXKITy STUMU IBYMSI 3a00IeBAHUSIMUA. YUUTHIBasI BBI-
COKYIO pacrpocTpaHeHHOCTh cIgAJl 1 HeompeaeIeHHOCTh TOTO,
MoXeT Ju aeduuut IgA ObITh Mpu3HAKOM 0oJjiee KPYIMHOTO
nedexra aHTUTENl Y HEKOTOPBIX M3 3TUX MAlMeHTOB, OCTaeTCs
HEesSICHBIM, CO3/aeT JIM U30JIMpOoBaHHbIN aeduut cIgAll cam Mo
cebe puck pazputust AUH win cymiecTByoT NoArpymniibl namu-
€HTOB ¢ 0oJiee IIMPOKUM, HO BCe ellle Hepacrno3HaHHbIM [TU /],
KOTOpPBI BBI3BIBAET MOBBIIICHHYIO BOCIIPUMMYMBOCTD K AVH.

Kombunuposanmvie ummyHodeghuyumol, 6KAOHAIOUUE PA3AUYHDBIE
couemanus Hapyuenuil yukuyuu T- u B-aumgoyumos, 9acTo co-
MPOBOXIAIOTCS PA3TMYHBIMU ayTOMMMYHHBIMU HapyIIEHUSIMU.
VYV 41-50% mnarueHTOoB ¢ pa3TUIHBIMUA BapraHTaMu Turep-IgM-
CHHApOMA U CXOTHBIM (peHOTHTIOM TTpH CD40-nedurure nMeroTcs
ayTOMMMYHHast HeiiTporieHust, y 8—11% — aptpur, y 4% — AUT
[30—32]. I1pu Takom BapraHTe KOMOMHUPOBAHHOIO UMMYHO/IE-
dbuumTa, Kak CUHAPOM aKTUBUPOBaHHON (HhochOMHO3ZUTUI -
3-kuHasel 0 (APDS), 10 42% naumenTtoB umeror AVUH, Bkimovast
VMMYHHBIe IIUTOTIEHUU U apTPUT, COOOIIaeTcs Takke 00 opra-
Hocnenuduueckux AMH, Takux Kak ayTOMMMYHHBII TeTlaTUT
(AUT), nepuxkapmut, rmomepyiaoHedputr, AUT [33]. OnuH u3
HEeJIaBHO OMUCAHHBIX KOMOMHUPOBAHHBIX UMMYHOIEMUIIMTOB
CBSI3aH C MyTalMSIMU B IOMEHE aKTUBALIMU U PEKPYTUPOBAHUS
runioMopdHoit kacnazbl 11 (CARDI11), yTo NpuBOIUT K Hapy-
weHunto aktuaumu NF-kB u BapradesbHbIM UMMYHOJIOTUYECKUM
nedexraM, BKITIOYast HU3KOE 0011ee KOJIMYecTBO B-KireTok u 1re-
PEKJIFOUEHHBIX KJIETOK TaMSTH U Ae(UIIAT aHTUTEI, 3a CUET KO-
Topbix 10 20% narrieHToB uMeloT AUH (TpoMGOLIMTONEHTYECKYIO
nypnypy, anonetnuto, B3K) [34].

Cpenr KOMOMHUPOBAaHHBIX UMMYHOIE(MUILIUTOB C CUHAPO-
MaJIbHBIMU TTPU3HAKaMU HanboJiee N3BECTHHI TaKue 3a00JIeBaHMSI,
KaK CHIPOM JIeJIeIu 22-i1 XpoMocoMBI (cuHapoM [l JIxkopmki)
u cuHapoM Buckorra—Onapuya. B uccnenosanue N. Sharifinejad
U coaBT. [35] ObL10 BKJIIOUEeHO 137 MpaHCKMUX MALMEHTOB C 3TOI
rpynmoi [TU, y 17,9% wu3 Hux (cpemHuii Bo3pact — 3,5 rona)
nmenrch AMH, 70,6% 13 KOTOPBIX ObLTA AUArHOCTUPOBAHBI 10
poisiBiieHust [T, B uccinenosanuu B.E. Tison u coast. [36] ya-
crora AUH nipu cunopome Ju Jxncopoxcu cocrasuia 8,5%. o
naHHbIM E. Westermann-Clark u coaBT. [13], cpeny maieHTOB ¢
ayTOMMMYHHBIMU [uTorTeHusMu Ha ¢one [Ty 41,2% BoisiBieH
cuHapoM Hu [Ixxopmku. Hapsimy ¢ ayTOMMMYHHBIMU 1LIMTOIIE-
HUSIMU, B TIEPBYIO OYepelb TPOMOOIIMTOIIEHMUECKOM Ty PITypOIiA,
mipu curapome Jlu JI>kopku onrcaHbl Takue 3a00ieBaHMs, Kak
IOUA, AUT, B3K, AUI, CKB [13, 35, 36]. Pe3yasrarsl uccie-
nosanust B.E. Tison u coaBT. [36] MO3BOJISIOT CIeIaTh BHIBOI O
TOM, 4TO O0JIbIIIOE KOIMYecTBO HauBHBIX CD4+ T-kietok (>1218
KJIeTOK/MM? y ieTeil B Bo3pacTe 10 6 Mec u >550 kiietok/Mm3 y
neTeid 2—35 J1eT) MOXeT UTpaTh HEKOTOPYIO TIPOTEKTUBHYIO POJIb
B OTHOIlIeHUU Bo3HUKHOBeHUs1 AMH nipu atom Bapuante [T/,
D. Montin u coaBrt. [37] moka3ajiui, 4TO PUCK Pa3BUTHUSI ayTO-
WMMYHHBIX IUTOTICHUI Y MAIMEHTOB ¢ cMHApoMoM [ JIxKopmKu
ObUI CBSI3aH CO CHMXXKeHUeM aoiu HauBHbIX CD4+ kieTok, Ha-
pyllIeHUeM peryssiTopHoii auddepeHuupoBKU T-KJIeTOK U yBe-
JIMYCHUEM TPOIICHTa HAUBHBIX B-KieToK.

Cunopom Buckomma—QOndpuua — X-clueruieHHoe 3a00J1eBaHue,
CBSI3aHHOE C MYTalMSIMU B TeHe, KomumpyiomeMm O0emok WAS
(WASP). Ha cerogHsIimiHuii 1eHb M3BECTHO OKoJio 350 MyTaumit
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3TOr0 IeHa, aCCOIMUPOBAHHBIX C PA3IMYHBIMU MPOSBICHUSIMU
3a001eBaHus. B monosHeHWe K KIacCMYeCKMM Mpu3HaKam (MUK-
POTPOMOOIIMTONIEHUSI, IK3eMa U PELIMIUBUPYIOLIE MHMDEKIIN)
oT 26 10 72% MalyeHTOB, IT0 TaHHBIM Pa3IMIHBIX UCCIICTOBAHMIA,
umetor AMH, BKiiouyast ayTouMMYHHYIO FeMOJIMTUYECKYI0 aHEMUIO
(30—85% B ctpykType AVUH), ayTOMMMyHHYIO TPOMOOIIMTOTICHUIO
(15—32%), neiirponenuu (2—25%), aptput (3—52%), BacKy1ut
(2—29%), 3a6oneBanus nouek (1,8—35%) u B3K (3—9%) [38].
WutepecHo, yto y 16,6—25% malueHTOB ¢ IepBOHAYAIbHBIM
nuarHosoMm B3K Oblia BbISIBJIEHa MyTalMsi, OTBETCTBEHHas 3a
pa3ButHe 1aHHoro cuHapoma [39, 40]. B aToii rpyrine naimeHToB
nMerTcsT ennHUuHbie HabmoneHus CKB, mepmatomumosura,
yBeuta, AUT [41, 42]. Y 13—20% natueHTOB ¢ cuHApoMoM Buc-
koTTa—Osapuya onucaHo Takxke Bo3HUKHOBeHHe AWH (uvaiie
BCEro — ayTOMMMYHHBIX LIUTOINEHUI) Moce TpaHCIUIaHTalluu
reMOITO3TUYECKUX CTBOJIOBBIX KieTok [38]. Hamnuune AUH no
TpaHCIUTAHTAIIUY HEe TTOBBIIIAET PYCKA MTOCTTPAHCIUIAHTAIIMOHHBIX
HapyUICHUMN.

Ot 1 1o 10% 6onbubix [TW]] — 3T0 MaLMEeHTHI ¢ deduyumom
PA3AUYHBIX KOMNOHeHmMo8 Komnaemenma [43]. KnuHuveckue mpo-
SIBJIEHUSI HACJIEICTBEHHBIX Ne(MEKTOB CUCTEMbI KOMILJIEMEHTA
pa3HOOOpa3HbI U BKITIOYAIOT HAPSITY C MOBBIIIIEHHOW BOCTIPUMM-
YUBOCThIO K MH(pekuusm u paznuuHbie AUMH. B nureparype
MMEIOTCSI MHOTOUMCIICHHBIC YKa3aHUST Ha aCCOLMALIMIO C BPOXK-
JIEHHO TUIoKoMILIeMeHTeMmueit He Tosibko CKB (uarme ¢ 1oBe-
HWIbHBIM HayaJOM), HO U IEPMaTOMUO3UTA, TEMOPPAru4eckKoro
Backyiauta, FOUA, riomepynoHedpuTa, aTUIIMYHOIO T'e€MOJIU-
TUKO-YPEMHUUYECKOTO CUHAPOMA U aHTMOHEBPOTHUYECKOTO OTeKa
[43, 44]. Jedpuuut paHHUX KOMIIOHEHTOB KJIACCUYECKOTO IyTU
(Clgq, Clr, Cls, C2 u C4) npuBoauT Iri1aBHBIM 00pa3om K AWMH,
Toraa kak npu aecpuiure C3 u ero perynsitopos (dhakropoB H n
1) xapakTepHO HaTMYKMe KaK TSIKEIbIX PELIMINBUPYIOLINMX OaKTe-
puanbHblx MHbekuuii, Tak 1 AMH [43]. Yame Bcero AUUH
BCTPEYAIOTCS Y MAIIMEHTOB C Pa3IMYHBIMU MYTAITUSIMU, TIPUBO-
nsmmmu K nepuuuty Clqg. M. Stegert 1 coaBrt. [45] npoaHaiu-
3UPOBAIM Pe3yIbTaThl oocaenoBanus 71 mauueHTa ¢ Clq-medu-
uutoM: 55% u3 Hux cooTBeTcTBOBaIM Kputepusim CKB, emie y
22.,5% GbLI1 TIOIYC-TTOJOOHBIN CUHAPOM U TOJBKO 7% He MMenu
AUNH. Y 75% nanmeHToB ¢ oJaHbIM AedbuiintoM C4 Hapsmy ¢
CKB onucansl rpanyiemaro3 Berenepa, remopparnueckuii Bac-
kynuT, IgA-Hedponarus [43, 44]. Camas HU3Kas YacToTa ayTo-
MMMYHHBIX 3a00sieBaHuit (10—42%) HabmomaeTcs y malnueHTOB
¢ C2-peduumrom [43].

B 2006 . D. McGonagle u M.E McDermott [46] npenctaBuan
KOHLIEMIHMIO «MOJIEIM MMMYHOJIOTMYECKOTO KOHTUHYyMa», Te-
PEOCMBICIIVB CYIIECTBOBABIIIYIO [UTUTETLHOE BPEMST TPAIUIIMOHHYIO
IUXOTOMUIO MEXIy ayTOMMMYHUTETOM M ayTOBOCIAJIEHUEM, U
TIPEIOXKWIN MOJENb, B KOTOPOW BpOXIEHHAsI U aganTHUBHAsI
MMMYHHasl IUCPETYJISIINS MOTYT CYIIIECTBOBATh OTHOBPEMEHHO,
YTO OTpakaeT 0oJiee TOHKOE MOHUMaHWEe UMMYHHBIX HApYIIECHU.
B nurepatype onucaHbl BO3MOXHbIE BApMAHTbI COYETaHUST MO-
HOTE€HHBIX MTHTEP(MEPOHOMATHIA C ayTOMMMYHHBIMU TIPOSTBIICHUSIMI
[47]. JanbHeiiine McCIeAOBAaHUS, B TOM YHUCJIC TPU TaKOM
HMCXOIHO <«KJIACCMYECKOM» ayTOMMMYHHOM 3a00JIeBaHUU, KakK
CKB, neMOHCTPUPYIOT BO3MOXKHOCTh COUETAaHHBIX MPOSIBICHUT
ayTOMMMYHHBIX 3a00JIeBaHUIi, ayTOBOCHAJIEHUSI U MMMYHOJE-
¢unura [48]. CKB u [T ] nMeroT o01LIyI0 reHeTUYECKYIO Mpe/-
PaCTIONIOKEHHOCTh M KIIMHUYECKHE TIPOSIBJICHUST, a TAKUE ayTo-
BOCITATUTETbHBIE MEXaHU3MBI, KaK aKTUBAIINS MHOIAMMAacoM 1
UHTep(PEPOHOMATHH, UTPAIOT CYIIIECTBEHHYIO POJIb B ITAaTOTCHE3e
CKB, wimoctpupys ToyioxkeHre 3TOro 3aboyieBaHUsI Ha Tepe-
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KpecTKe HapylIeHU UMMYHHO# perymsiiuu [48]. Paco3naBanue
pa3nnyHbIX KaMHnYeckux npospieHuiit CKB u ee umuratopon
cpeau [TU]1, yTo B epBylo ouyepelib KacaeTcsl MalueHTOB C pa3-
JIMYHBIMY ayTOUMMYHHBIMU LIUTOTIEHUSIMU, CEMETHBIMU CITyJasiMu
CKB, HenonHoit CKB, MoxeT uMeTh pelaloiiee 3HaueHue JUist
TOYHOU TMArHOCTUKY U 1eJIeHANIPaBICHHO Tepaniu.

Takum oGpa3oM, B HacTosilliee BpeMsl Oiaromapsi MHOTO-
YUCJIEHHBIM UCCIIEIOBAHUSIM YCTAHOBIEHO, UTO QyTOUMMYHHbIE
3a00yieBaHMsI, KaK CUCTEMHBIE, TaK M OpraHocneuuduyeckue,
MOXHO OTHECTH K BaKHBIM KIIMHUYIECKUM ITPOSIBJICHUSIM IITHAPO-
koro kpyra [T /1. [TaroreHe3 HapylieHUss UMMYHHOU peryisiiuu
u popmuposanust AMH nipu [TU ]I cioxeH 1 3aBUCUT OT JIeXKaIlero

B X OCHOBE TEHETUYECKOTO JeheKTa U ero BO3ACIHCTBUS Ha UM-
MYHHYIO CUCTeMY. AyTOMMMYHHbIe 3a00JIeBaHMsI, KOTOPbIE MPO-
SIBJISTIOTCS] B paHHEM BO3pacTe, 0COOEHHO Y MaJTbUMKOB, HEPEIKO
JIeOIOTUPYIOT C IUTOIEHU, XapaKTePU3YIOTCSI MYJILTUCUCTEMHBIM
rnmopaxkeHueM, CeMeNHOM OTATOIIEHHOCTbIO, pedpakTepHbIM
Te4eHUEeM. Y TaKuX OOJbHBIX HEPEIKO BBISBIISIIOTCS PELIMIUBU -
pyIoIKe, TsDKeJIble I aTUMTUYHbIC MH(PEKIIMYU, U OHU 00s13a-
TEJIbHO JOJKHBI ObITh oOcienoBanbl Ha [TW]I. CoBpemeHHas
NMarHocTuyeckKas 6aza U COBEPLICHCTBYIOLIUECS TeHETUUECKUE
KCCIIeIOBAaHUSI MOTYT ITOMOYb HE TOJILKO JIydllieMy MTOHUMaHUIO
MU/ 1 uMMyHHOTO OTBETa YeJIOBeKa, HO U BEIOOPY ONTUMATLHOM
TapreTHOU Tepartuu JIJIsT 3TOM IPYMITHI MAIlMEHTOB.
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