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Pesrome

Cunnpom DnBapjaca (Tpucomusi o Xxpomocome 18) siBiasieTcss BTOPOHM IO
4acTOTE€ ayTOCOMHOW TpUcoMHel mocne cuniapoma [layna. OH compoBoxaaercs
BBIPAKCHHOM TMOJIMCUCTEMHOM MAaTOJIOTHEM, 3aTParuBarollIe MPAKTUYECKA BCE
OpraHbl M CHUCTEMBI, BKJIIOYasi CTPYKTYpbl IMMYHHOTO annapara. HecMoTpst Ha To,
YTO MMMYHHBIE HAPYIICHHs MPU JAHHOW XPOMOCOMHOM aHOMAJIMHM BCTPEYAOTCS
JIOCTAaTOYHO YacTO M CHOCOOHBI CYIIECTBEHHO BIIMATh Ha KIMHUYECKOE TEUCHHE
3a00iIeBaHusl, BOIPOCcCaM UX MOP(HOIOTrHYECKON TUArHOCTUKHU B MPAKTUKE JETCKON
MaTOJOTUH TPAJULMOHHO YIESAETCS HEJOCTATOYHOE BHUMAaHUE. DTO MPUBOAMT K
TOMY, YTO 3HAYUMBbIE CTPYKTYPHBIE MU3MEHEHHUS UMMYHHBIX OpPTraHOB OCTarOTCS
HEJIOOLICHEHHBIMA W PEAKO pPACCMATPUBAIOTCA KaK OTACIbHBIM KOMIIOHEHT
MaToreHes3a.

[lenpro HacToOsMIEH paOOTHI ABISUICA JETANbHBIA aHaUu3 MOPGOIOTrHUYECKUX
W3MEHEHU B OpraHax MMMYHHOW CHUCTEMBI y JETEH C CUHIPOMOM JJBapjca.
Hccnenosanue BoinonHeHo Ha 0aze 'AY3 CO «COITAB» (Exarepun0Oypr, Poccus)
Y BKJIIOYAJIO aHANIM3 ayTONCUHHOro Marepuana 10 mauueHToB, yMEpIIUX B IEPHO
¢ 2019 mo 2025 rr. U3yyeHne MEOUIMHCKOM JOKYMEHTAllMM MOKA3aJI0, 4YTO,
HECMOTpPsI Ha MPOBEJEHUE TMOJHOr0 00bEMa KIMHHYECKOro 0O0cCiIeqoBaHus,
MPUKU3HEHHO HU OJJHOMY PEOEHKY JuarHo3 uMMyHoeduimuta chopMyIupOBaH HE
ObLJI, U JTaHHBI KOMIIOHEHT HE OTpa)aycsl B 3aKIIOYUTEIbHOM KIMHHUYECKOM
JIMArHo3e.

[TocmepTHOE MOpdonoruyeckoe wuccienoBanue BbisiBUIO y 70% npereit
BBIPAKEHHBIC N3MEHEHUSI IMMYHHBIX OpraHoB. B TuMyce oTMeuanuch runoruia3us
(30%), rumomyacTUYecKas AMCILIA3UA C O4YaraMH >KUPOBOIO IEPEPOKACHUSA U
muMmougHeiM  omycromenueM  (10%), a  Takke — KpyHHOKHCTO3Has
runormiactudyeckas nucrasus (10%). B cene3énke dukcupoBamuch HapylieHUs
CTPYKTYpPbl M KOJMYECTBEHHBIX XapaKTEPUCTHK JUMQOUIHBIX 3JIEMEHTOB.
Nudexunonnsie OCJIOKHEHMUS, 3aHUMAaBILIUE B CTPYKTYpe
MaTOJIOTOAHATOMUYECKOTO JIMAarHo3a MECTO KOHKYPHUPYIOLIEro MpoLecca WU
HEIMOCPEICTBEHHON NMPUYMHBI CMEPTH, ObUIM OOHapykeHbl y 6 nereit (60%). B
OJTHOM cIlydyae JAMArHOCTUPOBAHA 3aTsKHAs PELMAUBUPYIOIIAs ITHEBMOHUS, B
OCTaJIbHBIX — F€HepaIn30BaHHbIe MH(EKIMOHHBIE TTpoLecchl. Bce nHPEKInOHHbIE
OCJIO’KHEHUS] COYETANIUCH C TSHKEIBIMU BPOXKAEHHBIMU MOPOKAMH Pa3BUTHUS W/WIIH
BBIPAQKEHHBIMU HAPYUICHUSAMH CTPYKTYpPbI TUMYCA.

[TomydyeHHble JaHHBIE TOTYEPKUBAIOT HEOOXOIMMOCTb JaJbHEUIIETO
yIayOJIeHHOTO M3yYeHUs! UMMYHOIIATOJIOTUU TPU XPOMOCOMHBIX aHOMAJUSAX AJIs
YIYUYILIEHUS JUaTHOCTUKH KaK Ha KIMHUYECKOM, TaK U Ha MaTOJIOr0OAHATOMUYECKOM
JTanax.

KuroueBble ciioBa: uMMyHOIEPUITUTHL, TPUCOMHUS, 18 XpoMocoma, CHHAPOM
DnBapaca, UMMYHUTET, TUMYC. ayTOCOMHBIE TPUCOMHH, MOP(OJIOrvs OpraHoB
MMMYHHTETA, TUNOIUIA3Us TUMYCA, TUCILIA3Us TUMYCA.



Abstract

Edwards syndrome (trisomy 18) is recognized as the second most common
autosomal trisomy after Down syndrome and is characterized by pronounced
multiorgan pathology affecting virtually all body systems, including the organs of
the immune system. Although immune disturbances in this chromosomal anomaly
occur frequently and may substantially influence the clinical course of the disease,
the morphological diagnosis of these changes in pediatric pathology practice has
traditionally received insufficient attention. As a result, important structural
alterations in immune organs are often underestimated and rarely considered as a
distinct and clinically relevant component of the underlying pathogenesis.

The aim of this study was to conduct a detailed analysis of morphological
changes in the organs of the immune system in children diagnosed with Edwards
syndrome. The investigation was carried out at the Sverdlovsk Regional Pathology
Bureau (SOPAB) in Yekaterinburg, Russia, and included an examination of autopsy
materials from ten children who died between 2019 and 2025. A review of their
medical records demonstrated that, despite comprehensive clinical evaluations, none
of the patients received a premortem diagnosis of immunodeficiency, and this
condition was not reflected in the final clinical diagnoses.

Postmortem morphological analysis revealed significant abnormalities in
immune organs in 70% of the children. The thymus showed various pathological
changes, including hypoplasia (30%), hypoplastic dysplasia with areas of fatty
degeneration and lymphoid depletion (10%), and large-cystic hypoplastic dysplasia
(10%). The spleen also exhibited alterations in both the quantity and architecture of
its lymphoid components. Infectious complications were identified in six children
(60%), either as competing conditions or as the direct cause of death. One child
presented only with prolonged recurrent pneumonia, while in the remaining cases
the infections were generalized. In all instances, infectious processes were
associated with severe congenital malformations of organs and systems and/or
pronounced structural abnormalities of the thymus.

The findings highlight the importance of further research into
immunopathology in patients with chromosomal abnormalities, aiming to enhance
diagnostic accuracy at both clinical and pathological stages.

Keywords: immunodeficiencies, trisomy, chromosome 18, Edwards
syndrome, immunity, thymus. Autosomal trisomies, morphology of immune organs,
thymus hypoplasia, thymus dysplasia.
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1 Beenenue

Cunnpom DOxaBapaca (TpucoMus 1o xpomocoMe 18) — sBisieTcs BTOpor 1o
4acTOTE ayTOCOMHOW TPUCOMHMEH IOCie cHHApoMa JlayHa M CONpPOBOXKAACTCS
BBIPAKEHHOM NOJIMCUCTEMHOM maTosioruer. Kiaccnueckn onmmcaHbl BPOKIEHHBIC
MOPOKH CepAlla, LEHTPAIbHOW HEPBHON CHCTEMBI, KEIIyAOYHO-KAIIEYHOTO TPAKTa
¥ ONOPHO-IBUIATEIBLHOTO ammapaTta. B mocieanue aecsatwieTus BCE OoJbLIE
BHUMAaHMS YyJENAETCS HM3YyYEHUIO MMMYHOJOTMYECKHX HApYIICHWH NpU JTaHHON
XPOMOCOMHOM MaTOJIOTUH, TOCKOJIbKY UMEHHO HH(PEKIIMHU 3aHUMAIOT 3HAUUTEIIbHOE
MECTO B CTPYKTyp€ MNpPHYHMH JIETAIBHOCTH Yy TaKUX I[AllMEHTOB, OIHAKO,
MOP(OJIOTUYECKOMY UCCIIEIOBAHUIO OPraHOB UMMYHOTEHE3a MOCBSIIEHO MEHBIIE
cTaTei, yeM, Harpumep, mpu curapome Jlayna (tpucomus mo xpomocome 21) [1,2].

OnHMUM U3 KIIFOYEBBIX OPraHOB UMMYHOI€HE3a, CTPAAAIOIINX IPU CUHIPOME
DOnBappca, sBasiercss TuMyc. [1lo maHHBIM MOPGOIOrHUECKUX U YJIbTPa3BYKOBBIX
UCCJEIOBAHUM, Yy OOJBIIMHCTBA MAIllMEHTOB OTMEYAETCS TUMOIUIA3Hs WIU
aucriazusa  Tumyca. JlaHHbIe  yJIbTPa3BYKOBOW JAMArHOCTUKH TOATBEPKIAIOT
Mopdonornueckue Hadmoaenus. B uccnenosanuu Karl u coapt. (2012) npuBenenst
JAHHBIE O TOM, 4TO Yy IUI0JIOB ¢ Tpucomusmu 21, 18 m 13 oTrHOmeHne pazmepos
TUMyca K TpyaHou kietrke (thymic—thoracic ratio) JOCTOBEpPHO CHHXKEHO IIO
CPAaBHEHHUIO C KOHTPOJBHOW rpymnmon [3]. YMeHbIIEHHEe pa3sMepOB U HApYILICHUE
(GyHKIMH TUMyca TaKKe COMNPOBOXKAAETCS CHUKEeHHWEM Iyja T-1uM@ouurtos.
Makrydimas u coast. (1994) nmokasaiu, 4To y MmiogoB ¢ Tpucomueit 18 gucmo T-
kiaeTok u NK-kierok B o0pa3lax KpoBH W3 IIYNOBUHBI, IOJYYEHHOM Ipu
KOPJOLIEHTE3€ CHMKEHO, TOI/Ia KaK KOJM4eCcTBO B-KieTok ocraércs B Npenenax
HOpMBI [4]. DTOT (akT ykKa3plBaeT Ha H30MpaTEbHOE MOPAKEHUE KIETOYHBIX
napameTpoB ummyHuTera. Gul Y etal. (2023) nabmroganu Takke 1eUIUT aHTUTE,
CBSI3bIBAEMBIM aBTOpaMU C PELMIMBUPYIOIIUMU HHPEKUUAMHU, MPUBOAAIIUMHU K
YMEHBUIEHUIO KoJrdecTBa T KJIETOK y MAallMeHTOB C TEHETUYECKUMH CUHJIPOMAaMHU C
penuauBrpyromumMu nHpekusamu [S]. Qiu et al. (2021) ¢ momompto single-cell
ATAC-seq BbISIBUIIN Y HOBOPOXKIEHHBIX C TPUCOMUEH 18 3HaUNTEIHHBIC N3MEHEHUS
B XpOMAaTMHOBOW  JOCTYNHOCTH T€HOB, YYacTBYIOIUUX B  pPa3BUTUHU
npeamecTBeHHUKOB T- m NK-kierok. OTO MOATBEPKAAET, 4YTO HMMYHHBIE
HapyLIEHUs IpU CUHAPOME DABap/Ica UMEIOT HE TOJIBKO MOP(POIOTUYECKYIO, HO U
MOJICKYJISIpHYIO OCHOBY [6]. KnuHuueckue HaOIIOACHUS TaKXKe IOATBEPIKIAIOT
HaJIM4KMe BPOXKIEHHOTO UMMyHonedwunmTa. Stern u coaBT. (2017) cooOummm o
YeTBIPEX MAalUEeHTax C TpUcOMHUEN 18, y KOTOpPBIX BBIABISUINCH IPU3HAKU
NEPBUYHOT0 UMMYHOAEepUIMTA: TUMponeHus T-KIeTOYHOro 3B€Ha, HU3KUE YPOBHU
UMMYHOIJIOOYJIMHOB,  CJIa0blii  MOCTBaKUMHAIbHBIH ~UMMYHHBII  OTBET WU
peruauBupyomme TsokEnbie nHbekuu [7]. B kauHnYeckom ciydae 9-mecsuHoM
NAlMEHTKH C YaCTUYHOM TpUCOMHEN 18 W peunauBHPYIOUIMMHU TSHKEITBIMU
MHDEKIUSIMUA C HEOHATaJIbHOTO IMEPHOJIa, KOTOPbIE COMPOBOXKIAINCH aHEMUEH,
mumponenuei, TpomOonuToneHnel u HeTpopuiaezom, onucansl Y3 -npusHaku
TUIOIUIA3UHU TUMYCa, OTMEUEHO CHIKeHue konnuectBa CD4+, CD8+Tnumpouuton
M ECTECTBEHHBIX KWUIEPOB [8]. DTH JaHHBIE JEMOHCTPUPYIOT KIMHUYECKYIO
3HAYMMOCTh HMMMYHHOW TAaTOJIOTUM NOpW cuHApoMme Iasapaca. Kpome Toro,
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UMMYHHBIE HApPYIIEHUS MPU XPOMOCOMHBIX abeppaiusix MOTyT OBbITb CBS3aHbI C
TucOaTaHCOM TE€HOB, PACIIONOXEHHBIX Ha 18-i1 xpomocome. Pabotel Cody u coaBT.
(2021) 'y nmaumeHTOoB C jAenenusMd  18q MOKazaiM  MOBBIMICHHYIO
IPEIPACIONOKEHHOCTh K HMH(EKIUSIM, ayTOMMMYHHBIM 3a00J€BaHUSIM U
HApyIICHUIO TYMOpPaJbHBIX NapaMeTpoB ummyHutera [9]. Taxum o06pasom,
CUHAPOM DIBap/ica aCCOUMUPOBAH C BBIPAXKECHHBIMU HAPYIIEHUSIMU UIMMYHOI'€HE3a,
NPOSBISIONIUMHUCS  THUNOIUIa3uel Tumyca, T-KieToyHod mnumdoneHuend u
KJIMHAYECKUMH TpU3HAKaMU UMMyHoAepUIMTa. DTHU JIaHHBIE MOJAYEPKUBAIOT
HEOOXOJMMOCTh KOMIUIEKCHOIO H3Y4Y€HHS HMMYHHBIX HapylICHUW Yy JIaHHOU
IPYIIBI MAIMEHTOB JUIsl YTOUHEHHS TaTOreHe3a U yIIYUIIeHUs TMarHOCTUKHY.

[ens pa®oThI - MpoaHATU3UPOBATH MOP(POTOTUYECKHUE U3MEHEHUS B OpraHax
UMMYHHOM CHCTEMBI y JIeTel ¢ CUHAPOMOM DBap/ca.
2 MaTtepuaJjbl 4 MeTO/IbI

B TAY3 CO «COIIAb» ExarepunOypr, Poccusi, Obui0 MNpOBEICHO
MaTOJIOTOAHATOMUYECKOE HccaenoBanue 10 perer ¢ cuHApOMOM OABap/ca,
ymepiux B 2019-2025 rr. XapakrepucTuka AeTei npeacTaBieHa B Tadbauue 1.

[TonydyenHsle mnOpu ayTONCHUMHOM UCCIEIOBaHUM (parMeHThl TKaHEH
NOJIBEPrajil KOMILIEKCHOMY MOP(OJOTHYECKOMY HcCaeAoBaHu0. DparMeHThl
opraHoB ¢ukcupoBanu B 10% HeliTpansHOM ¢popmanuHe He Oosee 24 4Yacos,
IPOBOJMIM IO YETHIPEM CHUPTAM BOCXOIAIIECH KOHUEHTpAIUH, 3aKJIIo4yaid B
napaduH, Jenanu cpe3bl TOJMIMMHON 4 MKM M OKpallMBajl I'€MAaTOKCUIMHOM U
n03uHOM. Mopdornorudyeckoe ucciaenoBanue npoBodwm Ha mukpockone CARL
Zeiss Lab. Al (I'epmanus).
3 Pe3yabTaThl

B uccnenoBanue BkitoueHsl ganubie 10 gereii (7 neBodek U 3 MajabuMKOB),
POJIMBIIIMECS HA PA3JIMYHBIX Cpokax rectaruu — ot 23 g0 41 wexenu. B 4 (40%)
Cllyuasx 3aperucTpupoBaHa aHTEHaTalbHas ruleib, 0oJee MOJIOBUHBI MAIMEHTOB
(60%) mpoxKUIM OT HECKOJIBKUX CYTOK 110 2 MecsiueB 22 guei. Ilpu anammze
3aKIIOYUTENbHBIX KIMHUYECKUX JHMArHO30B, HMMMYHOAE(UUUTHI B HUX HE
¢urypupoBanmu, B 40% ciiydaeB OCHOBHBIM 3a00JI€BAHMEM OBLUIM BBICTABJICHbI
MHO>KECTBEHHBIE MOPOKU Pa3BUTHS B paMKax CHHApPOMa DJBapjca, IpH KOTOPBIX
MH(DEKIUI0O HEYTOYHEHHOM ATHOJOTMM B BHJAE HEOHATAJIBHOIO  Cercuca
pacUEHUBaIM KaK COYETAaHHYI, TOJBKO B JIBYX CIy4asX Ha I€pBOE MECTO B
CTPYKType JuarHo3a BbIIUIM HWHQEKIHOHHbIE ¢akTtopbl. Ilpu nocmepTHOM
MopdomnoruueckoM uccaeaoBanuu y 7 u3 10 nereit (70%) BbISBICHBI BRIpaKEHHBIC
MOp(doJIOrMuecKre H3MEHEHHS HWMMYHHBIX OpraHoB. Cpenyd HUX OTMEYaJUCh:
runormiasus Tumyca (3 ciydas - 30%), runomiacTudeckas AUCIUIA3Usl TUMYca C
oyaramu >KUpoBOTo naToMopdo3a u TUMGPOKIETOUHbIM omycTorieHueM (1 ciryyaii-
10%), KpyIMHOKUCTO3HAs THUIOIJIacTHYeCcKas aucruiasus tumyca (1 ciydaii-10%),
MHOTOJ0JIbuaTas cenezenka (1 ciyyaii-10%) u no6aBounas cenesenka (1 cimyuai -
10%). B 4 nadbmogenusix (40%) naToJoruyeckux M3MEHEHUI CO CTOPOHBI OPTraHOB
MMMYHHOU CHCTEMBI HE BbIsIBIIEHO. H(EKIIMOHHBIE OCIIOKHEHUS, 3aHUMAIOIIIE B
CTPYKTYpE CMEPTHOCTH MECTO KOHKYPHUPYIOILIETo 3a00JIEBaHUS U CMEPTEIHHOTO
ociokHeHus1 3adukcupoBanbl y 6 npereir (60%). Cpenn HMX B OJHOM clilydae
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OTMEYaJIach TOJBKO 3aTsKHAs PEUUMBUPYIONIAs ITHEBMOHMS, B OCTAJIbHBIX
ciydasx WH(QEKIus HOCWIa TeHepaTN30BaHHBIM xapakTep. Bo Bcex ciyuasx
WHQEKIUS COoYeTalaCh C TSOKETBIMH BPOXKISCHHBIMH TIOPOKAMH  Pa3BUTHS
Pa3TUYHBIX OPTaHOB M CUCTEM W/HIIM MOP(OJIOTUUESCKIMH U3MEHECHUSMH THMYCA.
Cpenn paeTeil, MOTMOIMMX AaHTEHATAIbHO B JBYX CIydasx ObUIa TMpOBeIeHA
npouenypa ¢erormuaa B cpoke 23-24 Hen. AHTeHaTanbHas THOETh Y
MEPTBOPOXKACHHBIX, POKJICHHBIX B CpOKe rectanuu Oosee 32 Hea. HaOMOAANACh
IIPU COYETAHUU MHOKECTBEHHBIX TTOPOKOB PA3BUTUSI U HU3KOM MacCChI TeJa.

Ouenka no Amnrap npu *XKUBOPOXKJIEHUU BapbUpOBaM OT 3 110 7 OayioB Ha
MIEpBOM MUHYTE M OT 5 110 7 Ha 1sIToil. Macca Tesia HOBOPOXKJICHHBIX cocTaBuia 1522
+ 708,06 T (ot 570 no 2650), mmna Tena 39,30+ 3,83 cMm (ot 32 no 43 cm), 4To
CBUJIETEIBCTBYET O YaCTOM COUYETAHUHU 3aJIEPKKU BHYTPUYTPOOHOTO PA3BUTHS Y
HCCIIENYEMBIX JIeTe€ll ¢ XpoMocomMHOM marojorueid. Bo Bcex 10 ciyuasx
3apEeTUCTPUPOBAHBl MHOXKECTBEHHBIC BPOXKJICHHBIE MOPOKU pa3BuTusi. Haumbosee
yacTo BcTpeuanuch mnopoku cepamna (9/10 cmywaeB) u I[HC (6/10). Ilopoku
YKETyI0YHO-KUIIIEYHOTO TpakTa (3 ciiy4asi), MOYEBBIACIUTEIBLHON cUCTEMBbI (5
CJIy4aeB) U OINOPHO-ABUTATEIBHOTO amnmnapara (5 ciiydaeB), KOTOPBIE BBISBIISIUCH
pexe, OJTHAKO TaKKEe BHOCUJIU BKJIA]l B TSXKECTh KIIMHUYECKOU KapTUHBI, TOCKOJIBKY
B TpEX CiIyyasx HaOII01aliiCh MOPOKU MO3TOBOTO U JIMIIEBOTO Yeperna.
4 O0cyxaeHue

[TonmyueHHbIC TaHHBIC COOTBETCTBYIOT JaHHbIM Tamaki S et al. (2022), uro
50% mI0710B, IOHOIIIEHHBIX O CPOKA, POXKIAIOTCS KUBBIMU, XOTs 40% morubarot
BO BpEMs POJIOB, @ TPETh BBDKUBIIMX IUIOJIOB poxkaaroTcs panee 37 Hen. Cpenu
YKUBOPOXKACHHBIX AeTel ¢ Tpucomueit 18 xpomocomsel oT 60% 10 75% BBIKKBAIOT B
TeueHue nepBoi Hexenu, ot 20% no 40% — B TedueHne nepBoro Mecdma, u ot 10%
10 19% — B TeueHue nepBoro rojaa. bosee no3gHue ucciaen0BaHus MOKa3bIBaIOT, YTO
KapJIMOXUPYPrUYECKHUE OMNEepally, MOTYT MOBBICUTH TOJOBYI0 BBDKHBAEMOCTH 10
30%—50%. [10]. bonee Toro, cornmacuo AanHbM Carey J. et al. (2023), y mnarueHTOB
c Tpucomueit 18 xpoMocoMbl B Bo3pacTte crapuie 1 roga HabM0AaI0Ch CHIKEHUE
YaCTOThl CMEPTU OT CEPJICUHBIX MPUYUH U YBEIMYEHUE YACTOThI MHQPEKIIMOHHBIX
3a00JIeBaHUN U TIOCJICONEPALIMOHHBIX OCJI0XHEHUU, YTO BEPOSITHO CBSI3aHO C
YMEHBIIICHUEM KOJMYECTBA MATEPUHCKUX aHTUTEI B OpraHu3Me peOeHKa Mocie
MpeKpalleHus rpyaiHoro BckapmiuBanus [11]. [Ipu 3ToMm Ha nepBOM oy KU3HU
OCHOBHBIMU MPUYMHAMHU CMEPTH SBIISIIOTCS CEpJeyHas HEAOCTAaTOYHOCTh W3-3a
BpPOkIEHHBIX TOPOKOB CEPALA U PECHUPATOPHBIE OCIOKHEHUS, TAKUE KAK allHO? U
nerouHas runeptensus [ 12]. B autepaType Takke BCTpe4aroTCsl yHIOMUHAHUS O TOM,
YTO y MAllUEHTOB C CUHAPOMOM DJIBap]ica 4acTO BCTPEUYAETCSA TMIOIUIA3Us TUMYCa
1 HaJImo4YeyHUKoB [13], B HaleM ucciaeJ0BaHUN 3TH U3MECHEHUS ObLIM OTMCUCHEI B
3 u 1 ciydasgx COOTBETCTBEHHO. BaxHyio poib XpoMocoMbl 18 B peryndmnuun
MMMYHHOTO OTBETAa TakKXK€ TMOJATBEPKIAIOT JaHHbIE O TOM, UYTO MAIlUEHTHI C
nenenmusMu 18q  yacTto  CTpajalT  OT  ayTOMMMYHHBIX — 3a00JI€BaHUM,
PEeLMIUBUPYIONIUX HWHPEKIMH W aieprui  W3-3a HapyIIeHHs HWMMYHHOM
peryJIsiiiuy, NPOSIBIISIONTUECS BapruadeabHbIM 1e(pUIIUTOM aHTUTEN U neduiurom T-
peryisitopHbix kieTok (CD4+CD25+CD1271owFOXP3+) [14]. Y naHHOM rpynisl
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NAI[MEHTOB TaKXe OTMEYaeTCsl CeNIEKTUBHbIN nedpuuut IgA u maxe mamueHTHI C
KOJIbLIEBOM XpoMocoMoi 18 MoryT umets ae@uuut cnenupuieckux anturen [15].

[lonydeHHble JaHHBIE CBUACTEIBCTBYIOT O TOM, 4YTO y JE€Ted C
MHO>KECTBEHHBIMH BPOXKIEHHBIMHM IMOPOKaMHU PA3BUTHA U HU3KOM Maccoil Tena
4acTo HaONoJaoTCsT Mop(dosiorndeckre H3MEHEHHsl OpraHoB HMMYHOTIEHe3a,
IPEUMYIIECTBEHHO THUIOILIA3Usi M JUCIUIa3us. OTO COIJIacyercs C  psaaoM
nyOiauKanuii, JEMOHCTPUPYIOIIUX BBIPAXKECHHBIE THUCTOJIOTUYECKUE aHOMAJIUU
TUMYCa y NMallUEHTOB ¢ XpPOMOCOMHBIMU CHUHJIPOMaMU: HaOJII0Jat0TCsl CTPYKTYpPHBIE
VU3MEHEHUS! TUMUYECKON IMAPEHXUMBI, HAPYLICHUE apXUTEKTYPhl SIIUTEINATIBHOTO
CTPOMAJIbHOTO KOMIIOHEHTA U U3MEHEHHUSI MOIYJSIUI TUMOLIMTOB. DTH U3MEHEHHUS
aCCOLMUPOBAHbl C  BBICOKOM  YacTOTOM TE€HEpAJM30BaHHBIX  MH(EKUUH,
CHOCOOCTBYIOUIMX HEOJIAronpusTHOMY HCXOJLy B II€pUHATAILHOM U paHHEM
IOCTHAaTaJIbHOM  IE€pUOJAX. BBISBICHHbIE  OCOOCHHOCTHM  MOAYEPKUBAIOT
HEOOXOJIMMOCTh JTaJbHEHIINX HMCCIECIOBAaHUNA MMMYHONATOJOTUU y TAIUEHTOB C
BPO’KJICHHBIMU CUHAPOMAaMHU U XPOMOCOMHBIMU aHOMAJIHSIMHU.

PaboTa BeImoOnHEHA B paMkax rocyaapcrseHHoro 3aganuss UM® YpO PAH
(peructparmonnsiii Homep HUOKTP Ne 122020900136-4)
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Notes: CNS - central nervous system, Gl - gastrointestinal tract, UB - urinary
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