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BBEJIEHUE

AKTyaJILHOCTI) TEMbI UCCJICJ0OBAHUA

Ilenwakus  —  XpOHHMYECKass  TEHETHYECKH  JICTCPMHUHUPOBAHHAS
ayTOMMMYHHas T-KJI€TOYHO—OIOCPEIOBaHHAS DYHTEPONATHS, XapaKTePU3YOIIasICsa
CTOMKOW HEMEepeHOCHMMOCThI0 crnenuuuecknx OENKOB JSHAOCIEpMa 3epHa
HEKOTOPBIX 3J1aKOBBIX KYIBETYp C pa3BUTHEM arpopUUYECKOW DHTEPOINATHU U
CBSI3aHHOTO C HEH cHHIpoMa Mabadcopoumu [41].

[IpencrapneHre o METUAKUHA KaK O PEAKOM 3a00JICBaHUM, PETUCTPUPYEMOM
TOJIBKO Yy JIMI[ €BPOIICOMIHON pachkl M HAOII0IaeMOM MPEUMYIIECTBCHHO Yy JIeTEH,
U3MCHMUJIOCh.  3a  TIOCJCIHHME  YETBEPTh  BCKA,  COMIACHO  JIAHHBIM
BBICOKOUYBCTBHUTCIBHBIX  CKPUHHUPYIONIUX  MOMYJISIMOHHBIX  HCCIICIOBaHUH,
Henuakus Becrpeuaercs y 1% nacenenus [89].

ComacHO TaHHBIM JIUTEPATYPhI, BBICOKUH PUCK Pa3BUTHA LETHAKUH (OT 2 10
15%) otrmeueHn cpenu pOACTBEHHUKOB TMAIlMEHTOB ¢ Lenuakuei. B psge
MCTOYHUKOB OTMEUEHO, YTO HawmOoINbIIas YacToTa MaHU(ECTAIMU 3a00JCBAHHS
XapakTepHa I POACTBEHHUKOB mepBoit auHuu — 19,5% [2].

[enuakuto cienyeT paccMaTpuBaTh Kak accouuupoBanHoe ¢ HLA-cucremoi
TCHETUYCCKU JIETCPMUHUPOBAHHOE 3a00JIeBAaHUE, OCHOBHBIMH T'€HETHYCCKUMU
MapkepaMu kKotoporo siisroTces ramtotunbl HLA-DQ2 u HLA DQS8, BeisiBisieMble
npakradeckn y 100% 6ompHBIX [193].

llenTpanpbHbIM COOBITHEM B PA3BUTHH LETUAKUU SIBISIETCS CBSI3BIBAHUE
nentuaoB  mmaauHa ¢ HLA-DQ2/DQ8-monekymamu ¢ mocieayromei
npe3eHTanuei nx roteH-cnenuduaeckum CD4+ T-numbornuram u pa3BuTHEeM
UMMYHHO—BOCIAJIUTEIILHOTO MPOIecca B CIU3UCTOW 000JIOUKE TOHKON KHUIIKH [5,
157].

Hcxons w3 pe3ynbTaToB HMCCIEAOBAHHM, BBISBICHO, YTO Y IOIABISIONIECTO
OOJBIMMHCTBA TAIMEHTOB C IENWaKuel ompeaensercs rereponumep DQ2, moms

KOTOPOT0 B TEHETHUYECKOI CTpyKType 3abosieBanus coctanisieT 90 — 95%. B To xe
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Bpems rerepoaumep DQ8 BcTpewaercs swmmb y 5-10% OompHbIX [5]. Jlons
ramoruna HLA-DQ7 B reHeTHueckodl CTpyKType LENMAKUM HE3HAYUTENbHA, a
pOJIb TAaHHOW MOJIEKYJIbl B OTHOLUIEHWU MEXaHU3MOB MaHU(ecTaluu 3a00JeBaHus
octaercs auckytabdenbHoM [155]. [Ipu OTCYTCTBUHU B TEHOTHIIC TUITUYHBIX aJljIeiei
pas3BuTHE 3a00s1eBaHus MajioBeposTHo [17, 35, 98].

Comnnacho kinaccudukanuu M.P. Jeannin u coasr. (2004) renotun HLA-DQ
nojpaszziensercs Ha S5 Tpynn TeHEeTHMYEeCKH JETEPMUHHUPOBAHHOTO pHCKa
manudectamuu  renmakud  (G1-G5), puck cHmkaercs or Gl x G5 [40].
Uccnenoanus, mnpoBeneHHble Ha Tepputopun Poccuiickont ®enepanuu (2012),
OPOJAEMOHCTPUPOBAJIM  MpeoliajaHue  ajjieneil, HeCcyluuX HHU3KHA  pHUCK
MaHu(pecTallMy EIHAKUU, YTO OTJIWYaeT Hally CTPaHy OT €BPOMEUCKUX

roCyJIapCTB, riie Mpeo0IiaaroT TeHOTHUITBI BRICOKOTO pHcka [5, 69, 98].

Crenenb pa3padoTAHHOCTH TEMbI HCCJIEA0BAHNS

BaxxHo#t 0COOEHHOCTBIO SMUIEMUOJIOTUH IIEIMAKUU SBJISIETCS MpeoliIagaHme
HEIMArHOCTUPOBAHHBIX CJIY4YaeB MO OTHOLIEHUIO K JUAarHOCTUpOBaHHBIM (1:5 —
1:13). D10 cBsA3aHO ¢ TeM, 4TO 3a00JeBaHWE YACTO MPOTEKAET B BHJIE CKPBITHIX
dopm 1 mamocumnTomMuo [194]. ITpu 3TOM pHCK HEIUATHOCTUPOBAHHOM IEIUAKUN
CBi3aH ¢ (HOpPMHpPOBAHUEM TOpPa3A0 OOJbIICH, YeM B TMOMYISLHUA YaCTOTHI
OHKOJIOTMYECKUX 3a00JIeBaHMM, 3aJEPKKH (HU3UYECKOTO U TOJOBOTO Pa3BUTHS,
OCTEOIOPO3a, AaCCOLIMHUPOBAHHBIX C IEJIUAKUEH AayTOMMMYHHBIX 3a00JeBaHUM,
Ipexe Bcero, sHaokpuHonatuii [149, 191].

BepositHast wactora 3abonmeBanmsi B Poccmm cocrtaBmser 1:100 - 1:250,
OTHAKO, HEOOXOAMMO TPUHATH BO BHHUMAaHHE (AKT OTCYTCTBHUS KPYITHBIX
OTEYECTBEHHBIX  HCCJICIOBAaHUM, TO3BOJSIONIMX MPOCIECIUTh OCOOCHHOCTH
SMHIEMHOJIOTHIECKOTO TIporiecca renmakuu [38, 41].

Ha cerognsmmamii 1eHb HE BBI3BIBAET COMHEHHUS (DAKT, UYTO IIETUAKUS
apisiercs  HLA — accoluupoBaHHBIM TE€HETHYECKH JI€TEPMUHHUPOBAHHBIM

3a00J€BaHUEM, OJHAKO, CBEJEHHUSI O 4YacToTe U cTpykrype HLA-rammorunos B



6

nercko nonymAanuu Poccuiickon @denepani MajgO4YMCICHHBI U HEOLHOPOIHBI.
Kax oreuectBeHHbIE, Tak U 3apyOeKHBIC aBTOPHI 0OpAIIAlOT BHUMAHUE HA TO, YTO
TEeHOTUI TAIMEHTOB MOXET UMETb CBOM OCOOCHHOCTH B Pa3JIMUHBIX PETHMOHAX
[221, 250]. Hes3nauuTenbHOE  KOJHMYCCTBO  POCCHUHCKHUX  HCCJICIOBAHHMIA,
MOCBAIIEHHBIX U3YYCHUIO 3aKOHOMEPHOCTEN TeUEHUS IIETMaKUK B 3aBUCUMOCTH OT
HLA-ramnoTuna, oTcyTCTBHE JaHHBIX 00 ATOM acCIleKTe JNUArHOCTHKU y JIeTed U
MOJIPOCTKOB, MPOXHUBAIOIINX Ha tore Poccuu, MOCITYX WU MNPEANOCHUTKAMH JIJIst

BBIITOJIHCHUA UCCIICIOBAaHUA.

Heab uccaenoBanus

[loBbIlIeHHE KayecTBa JAMATHOCTUKHU LIETUAKHMM HAa OCHOBE KOMIUJIEKCHOTO
aHajan3a KIMHUKO-TAOOPATOPHBIX M TEHETUYECKHX XapaKTEPUCTUK TaIuIOTUIIOB
HLA-DR-DQ B nmnonynsiuuu Jered M MOAPOCTKOB, MPOXKHUBAIOIIUX B

CraBponoabCKOM Kpae.

3ajaum uccae0BaHNA .

1. Ocy1iiecTBUTH PETPOCTIEKTUBHBIN aHaJIn3 3a00J1€Ba€MOCTH u
pacnpoCTpaHEHHOCTH LieIMaKkuu 3a nepuoa ¢ 1996 no 2020 rr.

2. [Ipoananu3upoBarh OCOOCHHOCTH KJIMHUYECKOW KapTHUHBI, IaroMopdo3
KIIMHUYECKUX  TPOSBICHU U  3aKOHOMEPHOCTH  AHTPONOMETPUYECKUX
XapaKTEPUCTHUK LENNAKUN Y JE€TEN U MOAPOCTKOB.

3. BoisaButh yactoty, u3yunTh pacnpeaenenne HLA-ramorunos (HLA-DR-DQ2,
HLA-DR-DQ8 u HLA-DR-DQ7) B pgerckoil mnonyiasiiud MalUHUEHTOB C
LEJINAKUECH.

4. I3yunTh OCOOCHHOCTH KIMHUYECKOW KApTUHBI UEIUMAKUM Yy JeTed B
3apucuMocTd  oT HLA-ramnoTuna © CTENEeHH T'€HETHYECKOIO0 pHCKa
MaHudecTauu 3a0071eBaHuUs.

5. ConocTaBUTh pe3ylnbTaTbl CEPOIOTUUECKON U MOP(POIOTMUYECKON TUAarHOCTUKHU
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neauakuy B 3asucumoct or HLA-rammioruna.

Haquaﬂ HOBHU3HA HCCJICA0OBAHHUA

BrniepBbie MPOAHAIM3UPOBAHBI 3aKOHOMEPHOCTHU HapacTaHUs
3a00JIEBAEMOCTH M PACHPOCTPAaHEHHOCTH IEJIMAKUU B JETCKOM MOMYISIIUU
CraBpornonabckoro kpas 3a nepuos ¢ 1996 mo 2020 rr.

BrniepBbie BbIsiBIEH MaTtoMOp@o3 KIMHUYECKOHM KapTHUHBI 3a00JeBaHUS U
JUHAMUYECKA OLIEHEHAa AaHTPONOMETPUYECKasl XapaKTepUCTHKA TMalMeHTOB B
OCTpOM Tepuojie 3a00yieBaHus, BhIABICHHBIX ¢ 1996 mo 2020 rr.

BrnepBbie  ompeneneHa uyactora W CTPyKTypa (Ioisi  HOCHUTENEH
TOMO3UTOTHBIX U rerepo3urotHsix amieneit HLA-DR-DQ2, romosuror mo HLA-
DR-DQ8 u HLA-DR-DQ7) ramnoTunoB reHeTHYECKON MPEeApaclonoKeHHOCTH K
LEJMAKUY Y JIeTel, TpoxkuBatonux B CTaBpOMOIbCKOM Kpae.

VYcTaHOBNIEHBI 3aKOHOMEPHOCTH KIMHUYECKOM KapTUHBI U OCOOEHHOCTH
MaHHU(ecTalu 3a001€BaHNs B 3aBUCUMOCTH OT IPYIIIBI U CTETIEHN F€HETUYECKOTO

pHCKa.

TeopeaneCKaﬂ U NPAKTHYECCKAA 3HAYUMOCTDb MCCJICIOBAHUSA

HccnenoBanne TMO3BOJUT  OIECHUTH JUHAMHUKY  3a00JI€Ba€MOCTH
pPacpOCTPAaHEHHOCTH LEIUAKUK y JeTel U MoapocTKOB B CTaBpOIOIBCKOM Kpae;
MOBBICUTh KAa4e€CTBO JUArHOCTUKHU IIEIMAKUM HA OCHOBE KOMIUIEKCHOIO aHalIu3a
KIIMHUKO-TTA00PATOPHBIX W TEHETHUECKUX XapakTepucTuk rarorunos HLA-DR-
DQ. AHanu3 KIMHUKO — aHAMHECTHYECKUX, JIA0OpaTOPHO — WHCTPYMEHTAIbHBIX
JAHHBIX B COBOKYNHOCTU ¢ JaHHbIMU HLA — TUnupoBaHUs MO3BOJUT BBISBISATH
MalMeHTOB TPYINI BBICOKOTO pHUCKA pa3BUTUS UEIUAKUM U MNPOBOAUTH
CKPUHHUHIOBBIE MEPOIPUSATHS, TEM CaMbIM CIIOCOOCTBYS paHHEW JUArHOCTHKE
3a00J7€BaHUs, CBOECBPEMEHHOMY  Hauajly JIEUEHUS M  MPEAYIPEKICHUIO

OoClOXKHEHUN. PaHHee BBISBICHUE OCJINaKu1 y neTeﬁ IMO3BOJIMT CHU3HUTL 3aTpParhl
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Ha JICYCHUE U YINYUYIIUTh Ka4€CTBO KU3HU MAI[UEHTOB.
Pesynbrarel nccnenoBaHus MOTYT OBbITh BHEAPEHBI B MPAKTUKY pPaOOTHI

Bpauel-neAnarpoB U AETCKUX IraCTPOIHTEPOIIOTOB.

OcHOBHBIE 110J10KeHUsS AUCCePTAlMU, BBIHOCUMbIC HA 3AIIIMTY.

1. Ha npotsbxenuu nociennux 25 aeT B AeTckod nonyisiui CTaBponoabCKOro
Kpass ~ OTMeuYaeTcs  HEYKJIOHHOE  yBelndyeHue  3a005eBaeMOCTH |
pacnpoCTpaHEHHOCTHU LETHAKUU.

2. B crpykrype ramnorunoB HLA-DQ perckoii nonynsiuun CTaBpOnoibCKOro
Kpasi OTMeYaeTcsi MmpeolialaHie TeHETUYECKH JAETePMUHUPOBAHHBIX (POpM,
accouuupoBanHbiX ¢ ramtorunoM HLA-DQ2. Ha BTopom Mecte mo yactore
BbIsiBNIeHUsT HaxoauTcs Tramiotunn HLA-DQS8. B cTpykrype raminorumnon
HLA-DQ ormeuaercs mpeoOnanaHue MAMEHTOB, MMEIOIIUX BBICOKUUA U
CYUIECTBEHHbI T€HETHUECKH JETEPMHUHHUPOBAHHBIM pUCK MaHUbeCTAINH
HETHAKU Y.

3. Accomumanus uenuakun ¢ ramwtotunom  HLA-DQ2  xapakrtepusyetcs
JIOCTOBEpHO Oojiee MIyOOKMMHU MOp(]OIOrHUecKUMH U3MEHEHUSAMH U Oonee
BBICOKMM YPOBHEM CIEIM(DUUECKUX AayTOAHTUTET, MPH OSTOM HMEET

BBICOKYIO CTEIIeHb IoImMopdu3Ma Bo3pacta MaHudecTauy 3a001eBaHus.

MeTom010r¥sl M METOAbI HCCJAET0OBAHUS

MeTonom0rn4ecKkyr0 OCHOBY AUCCEPTAMU COCTAaBWJIM HAy4HbIE CTarbu
MOCJIEAHUX JIET OTEUECTBEHHBIX M 3apyOEKHBIX ABTOPOB, B KOTOPHIX OCBEIIECHBI
COBPEMEHHBIE  aCIMEeKThl MPEJACTAaBICHUN 00 HNUIAEMUOJNOTUU, HTUOJIOTHH,
MaToreHe3e, TeHETHYECKUX OCOOEHHOCTSX, KIMHUKE, TUArHOCTUKE M JICYCHUU
LEJINAKHAN Y IETEN U MTOAPOCTKOB.

JucceprannonHas pabora ABJISIETCS MPUKIAJHBIM Hay4YHbIM

HCCICAOBAHHUECM, ITO3BOJIAOIIIUM PCUINTD 3agaqdy ITOBBIIICHU A Ka4ycCTBa
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JUArHOCTUKM  LEJMAKMM HAa OCHOBE KOMIUIEKCHOTO aHaju3a  KIMHUKO-
7a00paTopHbBIX M TIeHeTHYecKux xapakrepuctuk ramiotunos HLA-DR-DQ B
MOMYJIALNY I€TEH U MOJPOCTKOB, MPOKUBAIOIMIKX B CTaBpONOJIBCKOM Kpae.

OObeKT wucciaenoBaHus: aMOyJaTOpHbIe KapThl M HCTOpUU Oone3Hu 323
JeTel B BO3pacTe OT 8§ MecCALEB N0 18 JieT ¢ BIEpBbIE BBISBICHHBIM JHAarHO30M
«UETUAKUS», HAXOJMBILUXCS Ha CTaIl[MOHAPHOM JIeYeHUU B
ractposHTeponornueckoM otaeneHun I'bY3 CK «II'Kb um. I'K. ®ununmnckoro»
3a mepuoa ¢ 1996 o 2020 rr.

[IpenmeToM  uccnenoBaHUs — SIBUJIOCh  M3YyYEHHE  3aKOHOMEPHOCTEH
AIUAEMHUOJIOTUYECKOTO Tpoliecca HeIHaKu, a TakKe 0COOCHHOCTEN KIIMHUYECKON
KapTUHbI, MaroMopdo3a KIMHUYECKUX TMPOSBICHHUM UM  3aKOHOMEPHOCTH
AHTPOIMOMETPUUECKUX XapaKTEPUCTHK LETWAaKUM y JIeTed U TOAPOCTKOB B
3aBucuMocTH oT HLA-ramioTuna u crerneHu reHeTH4eCcKoro pucka MaHuQecTauuu
3a00s1eBaHMUs.

Hcnonb3oBanuch KIMHUYECKHWE (OCMOTp, AHTPOMOMETPHS, Naiblalus,
NEPKYCCUs, ayCKYyNbTallusi), CEpOIoTUYecKue (OnpesesieHne aHTUTeN K TKaHEBON
TpaHcrTyTaMuHase 2 kiaccoB IgA u 1gG, aHTHTEN K DHAOMH3UIO, aHTHTEN K
J€aMUUPOBAHHBIM  TENTHUJAM  TIHaJauHA), Mopdoioruyeckue  (CTeNeHb
HOBPEKIECHUS B  COOTBETCTBUM ¢  kiaccudukamusmu — Marsh-Oberhuber),
MosekyisipHo-reHeTnueckue (HLA-TunupoBaHue aienei npeapacnoiokeHHOCTH

K LIEJIMAKUHU) U CTAaTUCTUYECKUE METO/bl UCCICOBAHMUS.

CreneHnb JAOCTOBEPHOCTH UCCJICJOBAHUA

JIOCTOBEpHOCTh PE3YIbTaTOB MPOBEACHHOIO HCCIEAOBaHUS OOYCJIOBICHA
JIOCTaTOYHBIM KOJIMYECTBOM OOCII€/IOBAaHHBIX MAIMEHTOB, COOTBETCTBHMEM JU3aiiHa
MOCTaBJIECHHBIM B JUCCEpPTAllMU LEIW W 3ajadaM, NPaBWIbBHBIM COCTABICHUEM
BBIOOPDKH  HCCIICIOBAHUSA, YETKUM COOJIONCHUEM KPUTCPHEB  BKJIIOYCHUS,
HCTOJb30BAaHUEM OOIIEKIMHUYECKUX M CIEIHAbHBIX METOIOB HCCIICIOBaHUS,

KOPPCKTHBIM  CTATUCTHYCCKHMM  aHAJIM30M. HaquLIe IIOJIOKCHHNA, BBIBOJHI,
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MIPaKTUYECKUE PEKOMEHIAuH, c(hOPMYIMPOBAHHBIE B JHCCEPTALMOHHON pabore,

IIOJIHOCTBIO OCHOBAHBI HA (1)aKTI/I‘I€CKI/IX JaHHBIX, IMOJIYUYCHHBIX B UCCIICAOBAHUU.

JInuHbIN BKJIAJ aBTOPA

ABTOPOM  CaMOCTOSITEILHO  ONpENENIeHbl IeJib, 3aJa4yd W JU3aiH
UCCJICIOBaHUS, MPOBEJAEH aHAIN3 COBPEMEHHOW OTEYECTBEHHOW U 3apyOeKHOMU
JUTEpaTyphl MO H3ydyaeMoOW Teme. ABTOp JUYHO MPOBEICH PETPOCICKTUBHBIN
uctopuit 6one3Hu ¢ 1996 mo 2020 rombl U HEMOCPEACTBEHHOE OOCIEIOBaHUE
naiueHToB ¢ 2019 nmo 2023 rogsl. ABTOp caMOCTOSATENBHO pa3paboTaja KapTy
HaOmoneHnst 3a OOJbHBIM 1enuakueil. CaMOCTOSTENbHO TPOBEAEH aHAIU3 U
cTaTUCTUYeCKass oO0paboTKa TMOJYyYCHHBIX pPE3yJAbTaToB, WX MHTEpPIpETaIus,
copmynupoBaHbl BBIBOJIBI, PAKTUYECKUE PEKOMEHJAIIMM U OCHOBHBIE HAy4YHBIE
MOJIOKEHHST palboThl. Pe3ynbTrarsl AMCCEPTAIMOHHOTO HCCIIEIOBAHUS OOCYXKJICHBI

dBTOPOM B HAYYHBIX OOKJIAdaX U OTPA’KCHLI B l'Iy6J'II/IKaHI/I}IX.

IIpakTHyeckoe UCMOIb30BaHNE MOJTYYEeHHBIX Pe3yJbTATOB

Pesynbrarel  nuccepTalMOHHONW pabOThl  BHEAPEHBI B KIMHUYECKYIO
npaktuky ['BY3 CK «lopoackas nerckas kimHMYeckas OombHua M. [.K.
Ounmunnckoro» TI. CraBponons u I'BY3 CK «KpaeBas nerckas KiMHUYECKas
6onpHUIA» T. CraBpomons. OCHOBHBIE TONOKEHHUS IHCCEPTAMOHHON pabOThHI
IIUPOKO HCIONB3YIOTCS B ydeOHOM Tiporiecce Ha Kadempax ¢akyTbTeTCKON
neauatpuy, nonukiauHudecko neguarpun OI'BOY BO  «CraBpomnonabckuit
rOCyJIlapCTBEHHBIN MEIUIIMHCKUN yHUBepcuteT» MunsnpaBa Poccun. AnpobGanus
JUCCepTallik  TIpOBeJeHA Ha  MexkadeapanbHoil  KoH(pepeHmun  Kademp
(bakyTpTeTCKOW TenuaTpuy, TMOJUKIMHUYECKOW TeIUaTPUH, IPOIEAEBTUKH
nerckux Oonesneit ¢ kypcom IO, nerckux uH@pekuuoHHsix Oonesneir ®I'BOY

BO «CtI'MY» Munucrepcta 3apaBooxpanenusi PO (CraBponoinb, 2023 ).
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Iyonukanuu u anpodanust padoTbl

[lo marepuanam auccepTalMOHHON paboThl omyOnHMkKoBaHO 13 Hay4yHBIX
paboT, U3 HUX 6 cTaTeil B pElEH3UPYEMbIX HAayUHBIX )KypHAJIaX, PEKOMEHI0BAaHHBIX
BAK Muno6pnayku P® (Tepaneruueckuii apxus, 2023; Borpocsl npakruueckon
nenuarpuu, 2023; Medical news of North Caucasus, 2023; MeauIMHCKHI COBET,
2022; Meauuunckuii coset, 2023; Ilennarpus. Kypunan um. ['H. Cnepanckoro,
2022).

Pesynbrarel paboThl JOJIOKEHBI W OOCYXJCHBI Ha HWTOTOBBIX HAYYHBIX
KOH(EpEHIIUIX CTaBpOonoIbCKOTO TOCYJIapCTBEHHOTO MEUIIMHCKOTO
YHUBEPCUTETA (CraBpomoub, 2022), KpaeBou HAay4YHO—TIPAKTHYECKON
KOHpepeHIIuu «AKTyaJdbHBIE BOIPOCHI JIE€TCKOTO 370POBbsl: COCTOSIHUE U
nepcrnekTuBbl» (CraBpomnonb, 2022), Bcepoccuiickom MoionekHoM dopyme ¢
MexayHapoaHbiM  yuactueM «Hemenss naykun—2022»  (CraBpomonb), VIl
MockoBckom Toponckom Cwe3ge mneauarpoB € MEXKPETHOHAIBHBIM U
MEXIYHApOAHBIM yyacTueM « TpynHblid nuarHo3 B neguarpun» (Mocksa, 2022), 11
Coe3ne nerckux Bpadeld MOCKOBCKOM 00JIacTHM ¢ MEXIYHApOIHBIM Yy4acTHEM
«/lHHOBaIMK B TEAMATPUU: MEKIUCHUIUIMHAPHOE CcOTpyaHUUYecTBO» (MOCKBa,
2022), X OO6mepoccuiickoii KOHGEPEHIIMH C MEXKIYHAPOIHBIM Y4acTHEM
«FLORES VITAE: TIlonuknuaudeckas mnemuarpus» (Mocksa, 2022), 24-om
MexnynapogHoM menuimackoMm CraBsHo—bantuiickom HaydHoMm dopyme «CaHKT-
[TerepOypr—TacTtpo-2022 ON-LINE» m XXV HOOuneiinom cwe3ne Hayunoro
obmectBa ractpodnTeponoroB Poccuu (HOI'P) (Cankr-IletepOypr, 2022), 49-oi
HayuyHol ceccun HHUUI «I"acTposanTeponorus: HacTosiee u Oyayiiee» (Mocksa,
2023), XXX Kourpecce nperckux ractposntepoisoroB Poccum u crpan CHI
«AKXTyanbHbI€ BOIIPOCHI a0JJOMUHATBLHOM marosnoruu y aeteit» (Mocksa, 2023), 1V
Bcepoccniickom  koHrpecce ¢ MexaAyHapoaHbiM yuactuem «SII Jlerckas
MenuuuHay (MockBa, 2023), | Bcepoccuiickoii koHepeHuuu <«Jlydine

neguarpudeckue npaktuku» (Mocksa, 2023), 25-om MexyHapoaHOM
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MeauuHckoM CnaBsiHo—bantuiickom HayuHoM Qopyme «Cankt-IletepOypr—
INactpo-2023» (Canxt-IletepOypr, 2023), IV Cre3ne aerckux Bpadeit MockoBCKon

obnacTu ¢ MexkIyHapoaHbIM yuactueMm (Mocksa, 2023).

CooTBeTcTBHE JUCCEPTANMH NACTOPTY HAYYHOH CIIENUAIBLHOCTH

JHuccepranuronHas paboTa COOTBETCTBYET MacmopTy crenuanbHocTu 3.1.21

— «HCI[I/IanI/IH». PCSYHBT&TBI MPOBCACHHOI'O HCCICIOBAHUA COOTBCTCTBYIOT

00J1aCTH HCCNeIOBAaHUN JAaHHOMW CIIeMAIbHOCTH, TyHKTaMm 1, 3.
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IJTABA 1. COBPEMEHHBIE ITPE/ICTABJIEHUA Ob
ITUOHATOTI'EHE3E U IMAT'HOCTUKE HEJIMAKHUU (OB30OP
JIMTEPATYPBI)

1.1. DTnonaroreHe3 u (pakTOpbI PUCKA PA3BUTHSA LEJIUAKUH

enuakus IIPEICTABISAET coboi XPOHHUYECKYIO TEHETUYECKHU
JNETEPMUHUPOBAHHYIO ayTOUMMYHHYO T—K1€TOYHO-0IIOCPENOBAHHYIO
HHTEPONATHIO, XapaKTEePU3YIOLIYIOCS CTOMKOM HENEPEHOCUMOCTBIO

cnerupuyeckuxX OCTKOB JHAOCIEpMa 3€pPHA HEKOTOPHIX 3JAKOBBIX KYIBTYp C
pa3BUTHEM aTpoPUUEecKOl HSHTEpONAaTHM M CBA3aHHOTO C HEH CHHIpOMa
Majaba0copOruu. Llenwakus, SBISISACH CHCTEMHBIM HMMYHOOIIOCPEIOBAaHHBIM
3a0o/ieBaHMEM, BO3HMKae€T B OTBET Ha YHNOTpeOJeHHe [IITeHa WU
COOTBETCTBYIOIIMX MPOJIAMHUHOB, 4YTO B KOHEYHOM MTOr€ MPUBOJUT K
(OpMHUPOBAHUIO HIMPOKOTO CIEKTPAa KIMHUYECKUX MPOSBICHUHN (KaK KHUILIECYHBIX,
TaK W BHEKUIIEYHBIX), BBIpA0OTKE creuuuueckux st 3a00ieBaHUS aHTUTEN
(antu-TTI, OMA, autu-AIIl). TeHeTHYeCcKyl0 MPEaPaACIONOKEHHOCTh K
[EJIMAKUU, a TAKXKE CTEMEeHb PUCKA Pa3BUTHs 3a00JEBaHUS OMPEIEISIET T€HOTHUIT
cuctemMbl HLA, a wumenno ramrorunsl HLA-DQ2 wu HLA-DQS8. Bce
BBINICTIEPEUYHCIICHHBIE  (AKTOPhl  MOJYEPKUBAIOT  MOJMOPTaHHBIM  XapakTep
ayTOMMMYHHOTO TIpOIlecca TpH IETHAaKUH MU HEeO0OXOIUMOCTh KOMILIEKCHOTO
nmoaxona kK e€ nuarnoctuke [4, 27, 33, 41].

OTHoNornuecKkuM (HakTopoM, CroCOOHBIM MPUBOIUTDH K PA3BUTHIO IIEITMAKUU
y TEHETHYECKHU TMPEAPACTIONOKECHHBIX MAIIMEHTOB, SBISETCS TIIOTCH, 2 UMEHHO €T0
YCTOMYMBAs K BO3JCHCTBHUIO MHUIIEBAPUTEIBHBIX (hepMeHTOB o—(ppaknus [4, 60].

Ha cerogusimmauii 1eHb W3BECTHO, YTO TJIIOTEH COCTOWT M3 PACTBOPHMBIX B
ATaHOJE OENIKOB JHIOCTEpMa — TMPOJIAMHHOB W TIIOTCUHHWHOB. [IpomaMuHBI,
SBIISISICH 3allAaCHBIMU  OCJIKaMU, CONEpKaTcsi B 3€PHOBBIX KYyJAbTypax B BHIIE

IIPOCThIX U HEOOIBIINX MOJICKYJI, HMCIOINUX B CBOCM AMHWHOKHCIOTHOM COCTaBC
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BBICOKOE COJIEpPKaHME MPOJIMHA U TIIyTaMHHA, IPOTIOPITUU KOTOPBIX U OTPAKAIOT UX
TOKCUYHOCTh TPHU IeNuakuu. KpoMe Toro, mpoimamMuHbBI OSITHBI 3CCEHITMATHHBIMA
AMUHOKHUCJIOTAMH, K YUCITY KOTOPBIX OTHOCHTCS JM3WH, TPUNTO(aH, METHOHHH,
YTO PE3KO CHIKACT UX OMOJIOTHYECKYIO IEHHOCTh B KQUE€CTBE MCTOYHHMKA TTUTAHUS.
HauGonbIee comepkaHrue MPOIaMUHOB COJEPIKUTCS B MINCHUIIE, & YIYUTHIBAS TOT
(akT, 4TO MINEHUIIA ABISACTCS OMHON M3 OCHOBHBIX MPOIOBOJIBCTBEHHBIX 3JIAKOBBIX
KYJIBTYpP, BBIPAIIUBAEMBIX M TIOTPEOJSIEMBIX IO BCEMY MHPY, UMEHHO TJIMAJIUHY,
ynensieTcs npuctaibHoe BuuManue [40, 89, 116, 139, 193].

B mocnennue gecAaTuieTHss JIOCTUTHYT 3HAUMUTEIBHBIA TpPOrpecc B
npejacTaBicHun 00 aJTuomnaroreHe3e Ienuakuu. OJHAKO, JeTallbHas pOJib
UMMYHHBIX W ayTOMMMYHHBIX MEXaHHM3MOB, a TaKXKE WX CTCICHb Yy4acTHS B
pa3BUTHM 3a00JICBaHWS Ha CETOAHSIIHMKA JIGHb OCTaércs HEIOCTAaTOYHO
u3ydeHHOH. Ecim 10 HemaBHEro BpEMCHHM IEJIUAKHUS paccMaTpuBaliach Kak
UMMYHOHWH]TYITAPOBAHHOE M MMMYHOOITOCPEJIOBaHHOE 3a00JICBaHUE, TO, COIIACHO
OOJBIIMHCTBY 3apyO€kKHBIX UM OTEUECTBEHHBIX MCCIEAOBAHUM, CETOMHS CIEAyeT
TOBOPUTh O I[EJIMAaKUU KaK O CHUCTEeMHOM ayTOMMMYHHOM 3a0OJI€BaHUH,
BO3HUKAIOIIEM BCJIEJICTBUE AaKTUBALMU KIETOYHOTO W TYMOPAJbHOTO 3BEHBHEB
UMMYHHUTETa Y TEHETUYECKH MPEAPACIIONOKEHHBIX JHI] B OTBET HA MPUCYTCTBUE
MOJICKYJT IIIOTeHA B paione nutanus [23, 29, 40].

Atpoduueckue U3MEHEHUS TUIEepPEreHepaTopHOro Xapakrepa,
BO3HUKAIOIINE TPHU IEIMAKUHU, SBISIOTCA PE3yJAbTaTOM TMOBBIIIEHHOTO aronTo3a
SHTEPOIIMTOB B CBSI3M C AayTOUMMYHHBIM  BOcmalieHueM. Hapymenue
MIPOHUIIAEMOCTH KHUIIIEYHOTO Oapbhepa, OCHOBHOW aHATOMO—(U3UOIOTHIECKON
CIMHUIIE KOTOPOTO SIBIISIETCA OHTEPOIUT, CUMTAETCS HAYallbHBIM 3BEHOM
natorene3a nenuakud. Perymauuss nponunaemoctu COTK  onpenensercs
COCTOSTHUEM  0CO0OTO  MEXKKJIETOYHOTO  B3aWMOJACHCTBUS —  «IUIOTHBIMH
KOHTAKTAMW», BXKHEHIIas (QYHKIMS KOTOPHIX 3aKIIOYACTCS B PETYIUPOBAHUU
MapareuTIIoIsIPHOTO TPAHCIIOPTa AHTUTEHOB. KOMIUIEKC TMJIOTHBIX KOHTAKTOB

SBIISIETCSL IMHAMUYHOMN CTPYKTYpOM, HO, HECMOTPSI Ha 3TO, 00pa3yeT repMeTUYHbIN
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Oapbep 3a CYET BXOJSIIUX B €r0 COCTaB OEIKOB (OKKJIIOAMH, KIAyAUHBI, MOJIEKYJIbI
COCTMHUTEILHOM aJre3uy, TPUIICIUTFOJINH, aHTyITHHbI 1 1p.) [92, 107].

Ha ceromnsimauii geHbp Haunbojee HW3YYEHHBIM KOMIIOHEHTOM IUIOTHBIX
COCIMHEHUH, a TAKKE OCHOBHBIM PETYISITOPOM SMUTEIUATBHON MPOHUIIAEMOCTH B
HOPME U TMIpU TMAaTOJOTHYECKUX COCTOSHUSIX SIBISIETCS 30HYJIWH. 30HYIUH
MpeACTaBiIsieT co00M MEenTH CEeMENCTBa POACTBEHHBIX OEIKOB ramrtorioOuHa 2,
CIOCOOHBIN B3aMMOJICHCTBOBATh CO CIEIU(UUECKUMH PELETOPaMU, CXOAHBIMU C
TAaKOBBIMU JJIsI SMHUJIEPMANIBHOTO (DakTopa pocTta. DKCIPEcCHs PelenTopoB K
30HYJIMHY YBEJIUYUBACTCS OT TOIIEH KHIIKK K TEPMHUHAIBHBIM OTJEIaM
MOJIB3/IOIIHON KHWILKK, a B TOJCTOM KHUIIKE OHU OTCYTCTBYIT. Kpome Toro,
00JIBIIIOE YHCIIO PELENTOPOB pacIoyiaraeTcs B 00JacCTH alMKaJlIbHON MOBEPXHOCTH
KHUIIIEYHbIX BopcuH [16, 40].

OCHOBHBIM TTYCKOBBIM (haKTOPOM, CIIOCOOCTBYIOIIUM BBIXOAY 30HYJIWHA U
MOBBIIICHUIO TMPOHUIIAEMOCTH CIU3UCTOM OOOJIOYKHM TOHKOM KHWIIKH, SIBISETCS
raauH. OH 3aImycKaeT peakiuio BRICBOOOXKICHUS 30HY/IMHA Yepe3 XEMOKHMHOBBIN
peuentop CXCR3, akTuBHpyeMblii €ro B3aUMOJEHCTBUEM C MHEIOUIHBIM
dakropom nuddepeniuanuu 88, ¢ MOCISAYIOUUM yBEIMUYEHUEM MTPOHUIIAEMOCTH
KuImeyHoro Oapeepa. Kpome Toro, mpoHuKass B TOJCIWM3UCTBIN CIOM, TIHAIUH
CTUMYIHPYET Makpodard K BBIPaOOTKE 30HYJIMHA, YTO B KOHEYHOM UTOTE,
NPUBOAUT K BBIOPOCY OOJNBIIOrO KOJIMYECTBA MPOBOCHAIUTEIBHBIX ITUTOKHHOB.
Commacho gaHHeiIM  A. Fasan0O wu  coaBT., OCTphIl Tepuod  IEIUAKUU
XapaKTEpU3yeTCsl TMOBBILIEHHOW HSKCIPECCHEN 30HYAMHA, YTO OOYCIIOBJIEHO
HapyILIEHHUEM LETOCTHOCTH TIOTHBIX KOHTAKTOB 32 CYET MACCUBHOTO MOCTYIUICHUS
[IIOTEHa, YTO B KOHEYHOM HMTOT€ CIIOCOOCTBYET MOBBIIMICHUIO MPOHUIIAEMOCTH
KumeuHoro 6apeepa [16, 29, 31, 39].

[Toctynaromre B opraHu3M NENTUbI ITIIOTEHA MOBBIMIAIOT MPOHUIIAEMOCTh
KHUIIIEYHOTOo Oappepa 3a Cu€T aKTUBAallMU 30HYIMHOBOM CUTHAJIM3alMU B
SHTEPOLIUTAX, TEM CaMbIM, MOAYJIUPYS MPOHUIIAEMOCTh CHUCTEMBI «IIJIOTHBIX
KOHTaKkTOB» KulieyHuka. CuHTe3 O€JNKOB KJIayJUHOB, Yy4YacTBYIOIIUX B

o0pa3oBaHUU KHUIIEYHOrO Oapbepa, MOAABISIETCA, a BbIpaOOTKAa OEJKOB,
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bopMHUPYIOIINX KJIETOYHBIE KaHajbl, MOBBIMIACTCSA. TakuM 00pa3oM, MENTUJIbI
[JII0OTEHa, OOpa3oBaBIIMECS B peE3yabTaTe€ HX HEMOJHOTO TIepeBapuBaHUs B
MPOCBETE KHUIIEYHUKA, MOIYydaroT AocTyn K coOctBeHHou miactuHke COTK u
3aMmyCKaloT aKTUBAIMIO KaK BPOXKJIEHHOTO, TaK U aIallTUBHOTO UMMYHHOTO OTBETA,
YTO B KOHEUYHOM UTOre, MPUBOAUT K TOBPEKICHUIO CIU3UCTOU OOOJIOUKHU
kumeunuka [92, 297].

[leHTpanbHBIM 3BEHOM TIaTOTE€HE3a IIEJIMAKUM  SIBIIIETCS  CBSI3bIBAHUE
nenTuaoB mimaguHa ¢ monekynsamu  HLA DQ2/DQ8 ¢ mocienyromei
npeseHTanuend ux CD4+ T-numdornuraMm U pa3BUTHEM UMMYHO-BOCHATUTEIBLHOTO
mpoiiecca B CIM3UCTOM oOosiouke ToHKOM kuiiku. Ilom Bausauem TTT
OCYIIIECTBISIETCS TaK Ha3bIBaEéMOE J€3aMUIUPOBAHUE TMCNTHAOB TIJHAaJWHA, B
pe3ysipTare 4ero B UX CTPYKType MPOMCXOAUT 3aMeHa OCTAaTKOB IJIyTaMHWHA Ha
IJIyTAMUHOBYIO KHCIJIOTY, YTO COINPOBOXIACTCS (OPMUPOBAHUEM OTPUIIATECIBHO
3apsDKCHHBIX  OIUTOINOB, MMEIONMIUX BBICOKYHO a(UHHOCTH K YyYacTKaMm Ha
MOBEPXHOCTH MOJIEKYI DQ2 u DQs, PacmoOXEHHBIX Ha
AHTUTEHIIPE3CHTUPYIONIUX KIIETKaX.

[lenTuael muaaMHa B accoruanuu ¢ Mmojekynamu HLA B3anMoaeicTBYIOT C
AHTUTEHIIPE3CHTUPYIONIUMHU KJIETKaMU, YTO MPUBOAUT K Bbipaborke WJI-15,
CTUMYJIHUPYIOMEro T-KIETOYHBIM OTBET U MPEMSTCTBYIONIETO PETYISITOPHBIM
npoueccam auddepenmuporku CD4+ T-mumdonuToB, 94T0 CrIOCOOCTBYET HOTEpE
UMMYHHOU TOJIEPAHTHOCTH K JaJbHEHIIEMY MOCTYIJICHUIO B OPTaHU3M TENTHIOB
rmaanaa. CD4+ T-nmuM@onuTel 0CymecTBIsIOT NPOAYKINI0 TMTOKUHOB (MIDH-y,
NJI-13, ®HO-a)). AxtuBupoBanabie CD4+ T-muMGONUTH MOCHUIAIOT CUTHAIBI K
cneruuyHbiM B-muMdonuraM, cnocoOCTBys UX akTHBAIMU U TudPepeHInpoBKe
B TUIA3MaTUYECKUE KJIETKHU, CEKPETUPYIOLIUE B 3aBUCUMOCTH OT MEPBUYHOTO WJIH
BTOpUYHOTrO0 MMMyHHOTo otBeta aHTU-TTI IgA, 19G, antu-JII1I, DMA, KoTOpsIe
MOTYT OBbITh OOHApy>KEHbl IPU KCCIEIOBAHHUM B CBHIBOPOTKE KpPOBH JIOACH C
nenuakueii.  Kpome  Toro, antu-TTIT  crmocoOHBI — OTKNAaABIBAaTBCS  HA

cyOsnuTenuanbHON 0a3aibHOM MeMOpaHe U BOKPYT KpoBeHOCHBIX cocynoB COTK

(puc. 1) [39, 297].
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[Toctynienue miroTeHa C NUIIEH — HEOOXOMUMBIM, HO HEIOCTATOYHBIN
(dakrop a1 MaHudectanuu 1neauakui. KimroueByto posb B peaan3alud OCHOBHBIX
MAaTOT€HETHYECKUX 3BEHBEB M KIMHUYECKUX NPOSBICHUS 3a00JNE€BaHMS HUIPaeT
IJIaBHBIA KOMIUIEKC TucTocoBMecTMocTH dyenoBeka (HLA). Tlpenmochuikoir K
aHaJIM3y TEHETMYECKUX OCOOEHHOCTeH 3a0oyieBaHUs SBWJIACH 3aMETHO Oolee
BBICOKAs 4YacTOTa cpeld cUOCOB U JIPYTUX POICTBEHHUKOB mepBoi auHuu [98, 221,

297].

—
/ O nenTuabl ruaguHa \\
LIUTOKMUHbI

EEEE  <N/IOTHbIE KOHTaKTbI»

3 3oHyamMH

Oﬁf HLA-DQ2/8

AN peuentop T-numbounTa

BbicaoBomaeHHE 30HYAMHA ¢
> ‘ TTr
Q ’ Z \ Y aHTMTeNna /
2 N /
2%

o o ¢
> ;2:&

AHTHTER K EAMAAMHY

Mpe3eHTaLMA NeNTHAOB FMaaNHa

Thi uurokmHe! ﬁ }g

Puc. 1 — Cxema namoeenesa yeruarxuu [282]

HLA pacnonaraercs Ha KOpPOTKOM Muiede 6-ii xpomocombl (6p2l), rae
oxBarbiBaeT npuOmmuTensHo 4000 kb (Gomee ThIcSuM map OCHOBaHWM) U
COZIEP’KUT COTHU T€HOB C MMMYHOJOTHYECKHUMH (yHKIUsSMU. J[aHHas reHomHas
00J7acCTh XapaKTepU3yeTCsl 3HAUUTEIBHBIM MOIUMOPPU3MOM U U3MEHUYMBOCTHIO, a
TaKke HEPaBHOBECHEM CBf3€H, Omaromaps demy OMpeAeiIEHHbIE KOMOWHAIUU
aJjuiesiell mepenaroTcsi MOTOMCTBY HECKOJIBKO Hallle 0KMJIAEMOT0, UYTO 3aTPYAHSIET
UACHTU(UKAIUIO KOHKPETHOTO MPUYMHHOTO T€HA B TMaTtoreHese 3adomneBanus [91,

155, 157, 250].
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Cucrema HLA ocyuiecTBisieT TeHETUUECKII KOHTPOJIb 332 B3aUMOJEHCTBUEM
MMMYHOKOMIIETEHTHBIX KJIETOK. B cBoto ouepennr monekyna HLA moapaznensiercs
Ha 2 kiacca. A-, B- u C- pernonsl HLA xnacca | Haxondrcst Ha MOBEPXHOCTH BCEX
AIEPHBIX KIETOK M YYacTBYIOT B TPEJICTABICHUM HHAOTCHHBIX AHTUTEHHBIX
nerepmMuHanT CD8+ numdonuram, TeM caMbIM peryiupys IUTOTOKCHYECKUN
UMMyHHBIM oTBeT. Monekynst HLA Il kmacca o6pa3oBanbl TsKETON o-
[JIMKOMIPOTEUTHOM 1ENbi0 M HEOONbIION P-LeNbl0 MUKPOMIOOYJIHWHA, YbU T'€HBI
BhIIesieHbl B obnactu HLA-D, Bkmtouaromeii nokycst HLA-DP, HLA-DQ u HLA-
DR. Monekynbl  JaHHOTO  Kjacca  BBISBISIOTCS, Ha  MOBEPXHOCTHU
AHTUTEHIIPE3CHTUPYIOUIMX KJIETOK, YYacTBYIOT B [MPE3EHTAMU HK30T€HHBIX
aHTUreHHbix gaerepmuHanT CD4+  nuMmdonmram, KOTOpble  aKTUBHPYIOT

ryMOpaJibHbI IMMYHHBIH OTBeT (puc. 2) [5, 6, 35].

Xpomocoma 6

HLA

Knacc Il Knacc |

DP DQ DR BCA

L 888 008 8s
DPB2 DPB1 DNA DQ8 DQB2 DQB1 DRB1 DRB3 DRA1l

DPA2 DPA1 DQA2 DQA1 DRB2 DRB4

HLA-DP1 HLA-DQ HLA-DR

Puc. 2 — Cxemamuunoe cmpoenue obnacmu xpomocomul 6, cooepacaujeli eeHbvl
HLA
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lamnorunet HLA-DQZ2, HLA-DQ8 B xoropre OOJBHBIX LETHAKUEH

BBISBIIAIOTCS ¢ npakTuaecku 100% gacTtoToi [5].

Monekyna HLA-DQ2 oOpa3zoBana coueranuem amieneir DQA u DQB,
KOTOpPbIE MOTYT OBITh MpeAcTaBieHbl B 1ByX Bapuantax: DQA1*0501/DQA1*0505
u DQB1*0201/ DQB1*0202. Monekyny DQ, o0pa3oBaHHYI0 COYETaHUEM JIFOOOTO
u3 npenacrarieHHbix amenein DQA ¢ amtenem DQB, npunsto o6o3nagats DQ2.5.;
couetanue amienss DQA1*0201 ¢ DQBI1*0202 dopmupyer monexkymny DQ2.2.
Amnenu ramnotuna DQ2 y 3HauMTeNbHON YacTH TMAlMEHTOB HAXOASTCS B Cis-
MOJIOXKCHHUH, ¥ Pa3BUTHE IEIMAKUK B OOJBIIIMHCTBE CIIy4aeB ONpPeaeseTcs MOTHON
mouiekyino DQ2. Puck dopmupoBanus 3a0ofieBaHMs Yy JIMI], UMEIOIIUX TOJIbKO
OfMH ajutens rerepoaumepa DQ2, cymectBenno Hioke [98, 139, 157].

Monekyna HLA-DQS8 npencrasnena amiensmu DQA1*0301 u DQB1*0302,
IPY 3TOM OHH BCETJIa PACIOIararoTcs TONBKO B cis-mosioxenuu [139].

B nHactosmiee Bpemsi B pa3BUTHH IEIHMAKUM OOCYXIAETCS POJIb MOJIEKYJIIbI
DQ7, xonupyemoii amtensimu DQA1*0505(501) u DQB1*0301, oqnako 1aHHBIC B
OTHOIIIEHUH pHUCKa (DOPMHUPOBAHUS TEHETUYECKOM MPEAPACIIONIONKEHHOCTH Y
HAI[MEHTOB C 3TUM IeTepOaUMEPOM HeoaHo3HauHbl [155]. OTcyTcTBHE B reHOTHITE
TUNUYHBIX Uil UEJIHAaKWW  alvlesied  JleJaeT  pa3BuTHe  3a00seBaHUS
MaJIOBEPOSATHBIM, OJHAKO MOJHOCTHIO UCKIIOYHMTH ero Henb3s [17, 35, 98].

Bnusinue reHetmyeckux (PakTOpoB Ha TEUECHUE U TAKECTh KIMHUUECKUX
NPOSIBJICHUHN TENHaKUU OCTAaETCAd HEOMHO3HauyHbIM. OTMEUEHO, YTO HAJIUYUE TEX
nin uHbBIX ramiotunoB HLA cBsf3aHO € pa3lUYHON CTENEHbIO PHUCKA PA3BUTHS
3a0oneBanus. PuCK pa3BUTHS [EMHAKUU 3aBUCUT OT TaK Ha3bIBAEMOTO
no3o3asucuMoro 3¢ddekra renoB («gene dosage effecty), uro Ha ceromHsTIHMIA
JICHb TIPOJIEMOHCTPUPOBAHO TOJBKO IS JnIl, uMeromux ramioturn HLA-DQ2 [29].
Tak, TOMO3UTOTHBIE UHIUBUAYYMbI UMEIOT PUCK, [0 KPAWHEN MEPE, B 5 pa3 BhIILIE,
9eM TeTepO3UTOThl. AHAJOTWYHAS 3aKOHOMEPHOCTh, a Takke Ooliee BBICOKAs
gacToTa 3a0oneBaHusl ObuTa OOHApYXEeHa y MOHO3UTOTHBIX Onm3HEIoB (86%), 1o
cpaBHEHHIO ¢ reTepo3uroTHbiMu (11%). Takum 00pa3zom, PUCK LIEIMAKUUA MOMKET

OBITH OIpE/ICTICH B COOTBETCTBUHU C KonmudyecTBOoM ayuteneit DQA1*05 u DQBI1*02,
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KOTOpbI€ HECET MHIUBUAYYM. ['oMO3UroTHOCTH MO0 DQ2.5Cis U reTepo3uroTHOCTh
s DQ2.5¢is ¢ xpomocoMoit, o0nagarouieit BropeiM amuieniem DQB1*02 (DQ2.2),
MOBBIIIAIOT PUCK Pa3BUTHUA Lenuakuu. l'erepo3urotHocts mo DQ2.5cis y nun ¢
enuHcTBeHHOU kormueil DQB1*02 unu Hanumuune DQ2.5 co3aatoT npoMexKyTOYHBIHI
puck. OrtcyrcTBue ramnoruna DQ2 yka3plBaeT Ha Ype3BBIYAHHO HU3KYIO
BEPOATHOCTb PAa3BUTHUS Leauakuu. KpoMme TOro, roMO3UTOTHOCTb MOXKET OBITh
accolMMpoBaHa ¢ 0Oojiee paHHUM BO3PAacTOM MaHU(ecTaluu LeIuakud U Oonee
TSDKENBIM €€ TeUCHHEM, BKITIoYas pedpakrepHyto k coomonenuto bIJl ¢popmy [128,
129, 221].

Comnnacho knaccudukaruu M.P. Jeannin u coast. (2004), renorun HLA-DQ
nojpasziensercs Ha S5 Tpynn TeHEeTHMYEeCKH JETEPMUHHUPOBAHHOTO pHCKA
manudecranuu nennakun (G1-G5) co cumkenumem pucka or Gl x G5 [40].
Uccnenosanusi, npoBeneHHble Ha Tepputopun Poccuiickoit @enepanuu (2012),
NPOAEMOHCTPUPOBANIM  NpeoliajaHue  ajjieneil, HeCyluuX HHU3KHM  pHUCK
MaHu(pecTallMi IEIHAKUU, YTO OTJIWYaeT Hally CTpaHy OT €BPOMEHCKUX
roCyIapcTB, Ijie IpeodsIaIaroT TeHOTUITBI BBICOKOTO prcka [5, 69, 98].

B nocnennue roasl aktuBHO 00Cyx)aaeTcst poib He HLA-TeHOB B maroreHese
ICJIMAaKUK, KOTOPhIE BhIACIEHbI Ha 5-i (5q31-933), 2-it (2q33) u 19-i (19p13.1)
xpomocoMax. OnHaKo BKJAJ JaHHBIX TEHOMHBIX 00JacTeli B TEHETHYECKYIO
JNETEPMUHAHTY LIEJIMAKUHA COCTaBIIIET JUIIb OKolo 15%. DOTu reHel Takke
OCYUIIECTBJISIOT KOHTPOJb 32 HMMYHHBIM OTBETOM OpraHu3Ma, pPEryIupyroT
BbIpa0OTKY  MPOBOCHAJIUTENBHBIX  LUTOKMHOB U (YHKIIMOHHUPOBaHUE
UMMYHOKOMIIETCHTHBIX KJIeTOK [84, 261, 282]. Myrainuu B IepeUnCIICHHBIX TeHaX,
MOTYT OBITh BBISIBJICHBI Y MAIIUEHTOB C APYTUMHU ayTOUMMYHHBIMH 3a00JI€BaHUSMH,
410 OOBSICHSIET (POPMHpPOBaHME Tropa3fo OoiblIeH, YeM B MOMYISAIHMUA YacTOTHI
OHKOJIOTUYECKUX 3a00JeBaHUN, 3aJepKKH (U3UYECKOTO U MOJOBOTO Pa3BUTHS,
OCTEOIIOPO3a, ACCOLUMHUPOBAHHBIX C LEIMAKHEH AayTOMMMYHHBIX 3a0oieBaHUM,
npexe Bcero, sHaokpuHonatuii [149, 191, 268].

Ha ceromusimamii JeHb B OTEUECTBEHHBIX U 3apyOEXKHBIX JIMTEPATypHBIX

HCTOYHHUKAX AKTUBHOMY 06C}’)KI[€HI/IIO IHOOJICKHUT BO3MOXXHasd POJIb
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AIUTCHETUYECKUX (AKTOpPOB, a Takxke (PaKTOpOB OKpyXKarouled cpeasl B
OTHOIIEHNH MaHuecTanuu nenuakuu. [IpuMepom MOXKET CIy>KUTh ONMUCAHHBIN B
80-90-x romax XX Beka (DEHOMEH «ILBEICKON B3MUAEMUN», KOTOPBIA IMO3BOJIHII
BIIEPBBIC MPENOIOKUTh MPOTEKTUBHYIO POJb TPYIHOTO MOJOKAa B OTHOIICHUU
pa3BUTHA lLETUAKUU Kak (akTopa, OMpEeAeSIIoNero Cpoku e€ MaHudecTaluu U
TSOKECTh KiIMHHUYecKkoi cumnrTomatuku [89, 104, 139]. Onpnako, Goiee mo3mHHE
UCCJICIOBaHUSl TOKa3ajid, YTO MCKIIOYUTEIBLHO TPYAHOE, a TaKke CMeENIaHHOe
BCKapMJIMBAaHUE HE CHIIKACT PUCK Pa3BUTHs LIEJIMAKUH B JETCKOM Bo3pacte [239,
265].

Brenenue mitoTeH-comepKalux MPOAYKTOB MPUKOPMa B TaK Ha3bIBAEMOE
«OKHO TOJICPAaHTHOCTH» (Bo3pacT 4—6 MeECALEB) MOXET HECKOJBKO OTCPOYHUTH
BO3pacT MaHudecTanuu 3a007€BaHUs Y TEHETUYECKHU MPEIPACIIONIOKEHHBIX JCTEH,
OJTHAKO CYIIECTBEHHON pa3HUIIBI B 4acTOTe 3a00JIeBaHUs, HE3aBHCHUMO OT TOTO,
BBOJUTCS TIIFOTEH paHo (4 Mecsia) uin no3aHo (rmocie 12 mecsiieB), BHIABICHO HE
obuto. Takum oOpazom, perictByromue pekomenganuun ESPGHAN nukryror
HEOOXOMMOCTD MOCTENIEHHOTO BBEJICHUS TIIFOTEHA B KAY€CTBE MCTOYHUKA TTUTAHUS
Ha 1mepBoM roay xu3uu [156, 159].

Bormpoc o Tom, MOXXET JI KOTMYECTBO IIIOTEHA B pallMOHE MTUTaHMUS PeOCHKA
Ha MEPBOM TOIY JKM3HU KaKMM — JIUOO 00pa3oM OKa3bIBaTh BIWSHHE HA PUCKHU
pPa3BUTHS ICIMAKUA OCTACTCS HAa CETOJHSAIIHUM JIeHh JUCKyTaOenbHBIM. Tak,
PSAIOM KCCIIEIOBAHUM OBLIO MOKA3aHO, YTO KOJUYECTBO TITIOTEHA, MOTpebsieMoe B
MepBBIE TPU TO/a KU3HM peOEHKA, HE BIMSACT Ha pa3BuTue neauakuu. OmaHakKo, B
MOATPYIIIE JACTeH, UMEIONTUX HU3KHM TeHETHYCCKHN PUCK 3a00JICBaHMUS, BHICOKOE
coliepKaHUEe TIIFOTECHA B paIllMOHE MOXKET WHHIIMUPOBATh 3a00JICBaHME, 3aITycKas
€ro OCHOBHBIC ITAaTOT€HETHYECKHE MexaHu3Mbl [56, 127, 180, 276].

Ha mpoTsokeHHMM TOCHEIHMX JECATHICTHH aKTHBHO OOCYKIAeTCs POib
M3MEHEHHOTO COCTaBa KMIIIEYHOW MUKPOOHMOTHI B MTAaTOT€HE3E U MPOTPECCUPOBAHUU
xponnueckux 3aboneBanuit JKKT. CocraB kuiedyHol MHKpPOOMOTHI HIrpaeT
BOXHYIO POJIb B (POPMUPOBAHMM MECTHOIO HMMMYHHUTETA KHUIIEYHWKA, TaKUM

O6p2130M, I[I/IC6I/IO3 KHIICYHHNKA MOXCET IMOTCHIOHAJIIbHO BJIMATH HAa PUCK PAa3BUTHA
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nenuakuu [26]. OmHako, Ha CETOMHSIIHUKA JIEHb BOMPOC O TOM, SIBISETCS JIH
IUCOMO03 MYCKOBBIM (PaKTOPOM WIIH CIEACTBUEM JUIUTEIBHO TEKYILIEro BOCHAJICHUS,
OCTa€TCs OTKPBITBIM. PI0M HMCCiienoBaHUN BBIABICHO, YTO Y NETEH, POXKIAEHHBIX
IyTeM KecapeBa CEuYeHus, HuMeeTcs Oosnee BBICOKMM pHUCK (HOPMHUPOBAHUSA
[EUAaKAH, HeXENU y JIeTeH, pOIUBIINXCS YepPEe3 €CTECTBEHHBIC POJOBBIE MYTH, UTO
MOXeET OBITh OOBSICHEHO Pa3IMYHBIM COCTABOM KUINIEYHOW MHKpoOuoThI [173, 204,
220].

Kpome Toro, Obiia BbISIBICHA B3aMMOCBA3b MeExaAy TeHoturnom HLA-
DQ2/DQ8 u cocTaBoM KHUIIEYHOH MHKpOOWOTHL. Tak, NeTH TPYIIbI BHICOKOTO
TCHETUYECKOTO pPHCKAa SBISIOTCS HOCUTEISIMH  CHEIU(PUUECKON  KHUIIEYHON
MHUKPOOMOTHI C JIOMHHUpOBaHHMEeM B e€ coctaBe B. vulgatus u cHmwkeHHeM
konmruectBa B. ovatus, B. plebeius, B. uniformis mo cpaBHEHHIO C JAETHMH,
MMCIOIIUMH HU3KHI TeHETHUECKUN PUCK pa3BUTHUs 3a0onesanus [77, 133, 272].

Pan wccrnemoBaHWii AEMOHCTpHpYET, YTO H3MEHEHHE KAuyeCTBEHHOTO H
KOJIMYECTBEHHOI0 COCTaBa MUKPOOHOTO Iel3a)ka KULIEUYHUKA y JIeTeH, MMEIOIMX
TeHEeTUYECKUI pUCK MaHU(eCTallMK LIeTUaKUU IPOUCXOIUT 10 BBEJIEHUS B PalliOH
DJIIOTE€HA U JI0 Hayajla KIMHUYECKUX NPOsIBICHUN 3a00sieBaHusl. AKTUBHBIN NEPUOJ
LeJINAKUN XapaKTepU3yeTcsl JOMUHUPOBAHUEM B COCTaBE KUIIEYHOW MUKPOOHOTHI
B. fragilis [34, 132]. C. perfringens, C. difficile cmocoOHbI BBI3BIBATH AUCHYHKIIHIO
UMMYHHOM CHCTEMbl U MPHUBOAUTH K AaKTUBALMU BOCHAJIMTEIBHOIO OTBETAa C
yuactieMm Thl/Thl7-kineTok, TeM caMbIM SBISSICH IIPEAPACIIOIaralonuM GakTopoM
K pa3BUTHIO Tiesnakuu [278].

HccnenoBanus, HampaBl€HHbIE Ha H3yYEHHE KHUIIEYHOIO MHMKpoOHOMa B
oOpa3iax Kaja U OMonTarax CIM3UCTONH OOOJOYKHU JBEHAALATUIECPCTHON KHIIKH,
MOKa3aJIM CYIIECTBEHHBIE Pa3INyus B COCTaBE MUKPO(DIOPHI y 1eTeil U B3pOCIBIX B
OCTpOM TIEpHUOJIe IIeIMAaKUM B CpPAaBHEHHWU C TMAlKUEHTaMH, COOIIOJAIOLIIIMHU
OC3ITIOTEHOBYI0O  NHETy W KOHTpONbHOW  rpymmoi.  Tak,  HamOomee
pacipoCTpaHEHHBIM  IPEJICTABUTENIEM  KHIIEYHOTO MHKPOOMOMa  B3pPOCIHbIX
MAIMEHTOB B aKTHBHOM TIEpHOJIE Meauakuy Obuth O6akTepuu pona Firmicutes, B TO

BpeMsi Kak y jJeTreil mpeoOnajmanu  mporeoOakTepuu. baktepounbl U
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AKTUHOOAKTEPUH BCTPEYATUCh C OJMHAKOBOW YAaCTOTOM KaK y B3pPOCIBIX, TaK U Y
nerer [110, 132]. Ucnonws3ys MeTojbl, OCHOBaHHBbIC Ha KyIbTHBHUpOoBaHUH, M.C.
Collado u coaBT. TPOAEMOHCTPUPOBAIM, YTO OOpaslbl Kaja JIEeTeH B OCTPOM
nepuoae UEeINakuu COAEpPKaJd 3HAYUTENbHO OOjee BBHICOKME YPOBHU OakTepuil
ponos Bacteroides, Clostridium, Prevotella, Escherichia, Staphylococcus u au3skue
ypoBHH Oudugodaktepuii u Bupocneupuynsix Bifidobacterium longum mo
CPaBHEHHUIO C TMallMeHTaMH KOHTPOJIbHOM rpynmbl. [lokazaHo, 4YTO KuIIe4Has
MuUKpoOuoTa y gered mocie nepexoga Ha bBIJ] cmocobHa yacTH4YHO
BOCCTAHABJIMBATbCS W MPUXOJUTHh B COCTOSHUE JUHAMUYECKOTO PABHOBECHSI.
O4eBUAHO, KUIIEYHAs MHUKPOOMOTa MOXKET OKa3blBaThb AKTUBHOE BIIMSHHUE Ha
NaroreHe3 M MpPOrpecCUPOBAHUE LEIUAKWU, aKTUBUPYS BPOXKAEHHYI0 MMMYHHYIO
CUCTEMY, MOAYIUPYS (PYHKIMH 3MUTEINAIBbHOTO Oapbepa M BbI3bIBas BOCHAJICHHUE
COTK [286].

Taxum oOpazom, 1eMaKusi paccMarpruBaeTCsl Kak CHCTEMHOE ayTOUMMYHHOE
3a0oyieBaHMe, B OCHOBE KOTOPOTO JIekKaT CIIOKHbIE MATO(OU3UOIOTHUYECKUE
IPOIIECCHI, MPUBOMAIIME K AaKTHUBAIMU KJIETOYHOTO M TYMOPAJIBHOTO 3BEHBHEB
UMMyHUTETa B OTBET  Ha  MOTpeOiieHHe  [IIOTEHAa  TeHETUYECKH
PEIPacOIOKEHHBIMH JINIIAMHA. AHAIIW3 JIMTEPATYPHBIX JAaHHBIX JEMOHCTPUPYET,
YTO IIeJIMAKUSl SIBISICTCS TEHETUYECKH JIETEPMUHHUPOBAHHBIM 3a00JE€BaHUEM,
accouuupoBaHHbIM ¢ koMmIiekcom HLA. Kpome Toro, Ha puck pa3BUTHS LIETUAKUU
OKa3bIBAIOT BIMSHHUE TaK Ha3bIBa€MbIe JMHUIeHETHYECKHE (AKTOPbl U (PaKTOPHI
OKpYKaromieil cpeipl, K KOTOPHIM OTHOCHUTCS XapaKTep BCKapMIIMBAHHS peOcHKa,
BO3pacT BBEACHUS IVIIOTEHa B pPAalMOH NUTaHUS, a TaKXKe I[EePEHECEHHbIE
uHpekunoHHble 3a0oneBanus. K Qaktopam pucka HEKOTOpBIE HCCIIEI0BATEIU
OTHOCSAT KAYECTBEHHBIE W KOJWYECTBEHHBIE W3MEHEHMSI B COCTaBE KHUIIIEYHOMU
MUKPOOHWOTBI, 4YTO MOXET CIIOCOOCTBOBATh MaHU(ECTAMH  ICITMAKUH.
JlanpHeliliie uCCIeAOBaHUs, MO-BUIUMOMY, CMOTYT OTBETHUTh Ha MHOTHE
BOIIPOCHI, KACA€MbIE€ ITHOMATOreHE3a 1IeJIMaKUU, KOTOPble HA CETOAHSIIHUNA JE€Hb

npcacCTaBIAOTCA HEAOCTATOYHO ACHBIMMU.
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1.2. OnuaeMuoJI0T U HEeJTHAKNHU

[IpencraBnenre o METUAKUHA KaK O PEAKOM 3a00JICBaHUM, PETUCTPUPYEMOM
TOJBKO Yy JIMIl €BPOIICOMIHON pachkl M HAOIIOIaeMOM MPEUMYIIESCTBEHHO Yy JIeTEH,
MpeTepIiesio 3HAUMTEbHbIC HW3MEHEHUsA. Ha CeromHsiHWiA JIeHb HE BBI3BIBACT
COMHEHHMsI (DaKT IMUPOKON PACIIPOCTPAHEHHOCTH IEJMAKUN CPEIU TPEICTaBUTEIICH
Pa3IUYHBIX 3THHYCCKUX TPYII, MPU ITOM 3a00JCBAHUE MOXKET OBITH BIICPBHIC
BBISIBJICHO KaK B JICTCKOM BO3pacTe, TaK M Y B3POCIbIX Jtofaeid. CHcTeMaTH4eCKui
0030p MOKa3aj, 4TO PacnpoCTPaHEHHOCTh IICIMAKHUH COCTaBiIseT okoio 1,4%,
Bapeupys ot 1,3% B FOxHoit Amepuke n0 1,8% B crpanax Asuum [89, 158, 194].
Jlo Hacrosmero BpeMeHH B Poccuu HE MPOBOAWIOCH KPYITHBIX HCCIIECIOBAaHUM,
MO3BOJIAIOIIMX  BBISIBUTH  OCOOCHHOCTH  AIHUIACMHUOJOTHYECKOTO  Ipoliecca
nenmuakui. ComlacHO JIaHHBIM  OTJEIBHBIX TCPPUTOPUATIBHBIX HCIICIOBAHUH,
pacnpocTpaHEHHOCTD ICJIMAKUU B JICTCKOHM MOMYIISIUN PsI3aHW MOYKET COCTaBIIATh
1:85, B Tomcke — 1,2:1000. PacnpoctpanenHocTs nenuakuu B Poccun xonebnercs
B auamnasone ot 1:100 mo 1:250 [38, 41, 42].

KonnuecTBO OONBHBIX IeTMAKUEH HEYKIOHHO YBEIHMYHMBACTCS C KaKJBIM
rofOM, YTO CBSI3aHO HE TOJIBKO C YAYYIICHHEM JTUAarHOCTUKH 3a00JeBaHUS H
BHEJIPEHUEM B KIIMHUKO-JIA0OPATOPHYIO MPAKTUKY CKPUHUHTOBBIX HCCIICIOBAHUH,
HO U C YBEJIMYEHHUEM HCTHHHOW 3a0o0jeBaeMOCTH lenuakuei. HeykimoHHBIH pocT
YKCia BIEPBBIC BBISBICHHBIX CITy4aeB IEJIMAaKUHU, COTVIACHO Pe3ybTaraM KPYITHBIX
AMUJIEMHOJIOTHYECKUX HCCIICIOBAaHUM, TIPOCIeKHBaeTcss B BenmukoOpuTaHuu,
Cesepnoii Amepuke, CIIIA, Hunepnannax, [llotnanaum [2, 175].

PacnpocTpaHEHHOCTD HENMaKUKM CPEAN HACEICHUS CBPONCHCKHX CTpaH, IO
JAHHBIM CEPOJIOTHYCCKHUX MCCIICIOBAaHUM, Ha CETOIHSIIHUN JISHb TPUOIMKACTCS K
1%, mpu 3TOM IIOKa3aTelb MOXKET HECKOJIBKO pa3IMYarhCs B Pa3HBIX CTpaHax
(T'epmanus — 0,3%, Uramus — 0,7%, Avrmus — 1,2%, Ounnsaaaus — 2,4%).
PacnpoctpanénnocTs 3aboneBanust coracHo aaHHbIM Ouoncuu COTK B EBporme
cocrabmina 0,7-0,8%. Onupemuosoruss uenuakuu B EBporne wumeer U

pervoHaibHbie OCOOCHHOCTH: TakK, HauOojee BBICOKAas PaCIPOCTPAHEHHOCTH
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BoisiBliecHa B CeBepHoit EBpome (1,6%) mo cpaBHenuto ¢ BoctouHout (0,98%),
1oxHOH (0,69%) u 3amamnoit (0,60%) [165, 176, 263, 294]. Takue naHHBIC MOTYT
OBITh OOBSICHEHBI OCOOCHHOCTSIMHM pallMOHA MHUTAHUS HACENeHUs] ¢ OOJBIITUM
KOJIMYECTBOM IJIIOTEH—COJEpKaIIX OMron M BbICOKOW YactoTod amienei HLA-
DQ2 u HLA-DQS8, xotopsie BeisiBisitorcst y 30-40% Hacenenus B eiom [66, 172].

3HAUUTETBHOTO pacnpoCcTpaHeHus 1enuakus nocrturia B CeBepHoit Adpuke,
Ha bmmwxnem Boctroke, B Muauu. OnHa u3 mnpeamnojaraeMbiX MPUYAH 3TOU
TEHJICHIIUM 3aKJIF0YaeTCsl B TOM, YTO B YCIOBUSIX IIOOATU3AIlMd MUPOBOTO PhIHKA
Pa3BUBAIOIIMECS CTPAHBI, TPAJUIIMOHHO YIOTPEOJISIIONTME B MUY O€3IIIIOTCHOBBIC
3nmaku (puc, KyKypys3a), BCE 4Yalle CTajdd BKJIIOYaTh B CBOM pAIlMOH MPOAYKTHI,
cozeprkariue mieHuiy [162].

Bricokas pacnpocTpaHEHHOCTH LIEJIMAKUU KaK B OOIIEH MOMyNSAIUU, TaK U B
rpynmnax pucka, ormeudaercs B ceBepHbIX perumoHax Adpuku (Tynuc — 0,6%,
Eruner — 0,53%, JluBus — 0,79%), uTo MOXeT OBbITh 00BICHEHO TIpeoOIaaHuEM B
palyoHe MUTaHHWS KOPEHHOTrO HacelieHHs Onrona, comepxamux sumenb [40, 158,
162, 240, 244, 270].

OcoObIit HHTEpEC NMPEACTABISIET SMUIEMHUOJIOTUS [IEINaKUU B cTpaHax A3uu,
KoTopas Treorpaduuecku pasaereHa Ha MATh pernoHoB: HOxkHyo Asuio,
Boctounyio Asuto, IOro-Boctounyio Aszuto, LleHTpanbHyio A3uio u 3anagHyro
Asmro.

Cpenn Bcex a3MaTCKUX CTPaH HaWOOIBIIETO PACIPOCTPAHEHHS IICIUAKHS
nocturna B MHauM, 0COOEHHO B €€ CEBEPHOM YaCTH, IJI€ MCTOPUUYECKH MIICHUIA
SBIISIETCSI OCHOBHBIM 3JIaKOM, BXOJSIIMM B pAlMOH NUTAaHUS HACEJICHUS, a
noTpebiieHne puca 3HAYUTEIBHO HWIKE, Ye€M B IOKHBIX PETHOHAX CTPaHbI.
[TonynsiMOHHOE UCCJEA0BAHUE MMOKA3aJI0, YTO PACIPOCTPAHEHHOCTh LIEIMAKUU B
Cesepnom u CeBepo-Boctounom pernonax Mugum cocraBuna 1,23% u 0,87%
COOTBETCTBEHHO, a 4actora nenuakuu B FOxHbIX pernonax — mumb 0,10% [76,
197, 224, 227].

B cesepuom mrare Wuaum (Ilenmxal) omucano 3a0ojieBaHUE TOJ

Ha3BaHUCM «ICTHAA AUAPCsa», KOTOPOC CBA3aHO C BBICOKUM COACPIKAHHMEM B JICTHCC
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BpEMs B pallMOHE MUTAHUSA KOPEHHOIO HACEJIEHUS MUY U3 MIICHUIIbI, B TO BPEMS
KaKk 3MMHHUI CE30H XapakTepu3yeTcss mpeoOjaJjaHheM B paludoHe Omron u3
KyKypy3bl. Mop¢onoruueckoe uccinegosanue odpasuoB COTK mnokazano, 4ro y
JUI, TPOXKUBAIOIIMX HA JAHHOW TEPPUTOPUM, BBIABISIOTCS OoJiee NIyOOKue
arpoduueckre U3MEHEHUs KUIIIEYHBIX BOPCHUH MO CPABHEHUIO C MPEACTABUTEIISIMU
MHAUKACKONM HALMOHAJIBHOCTH, NPOXKUBAIOIIMMHU 3a IIPEAEIaMH 3TOr0 PEruoHa
[194, 244].

B crpanax nanbHero Boctoka (nonusi, Kwurait, Kopes, Manaii3us,
OuINNNUHBI) OMUCAHBI JUIIL €AUHUYHBIC CIydad IEJIMaKWUW, OJHAKO, BOMPOC O
TOM, CBSI3aHa JIM JJaHHAsI TEHJICHIINS C TCHETUUYECKUMH OCOOCHHOCTSIMHU HACEJICHUS
WM K€ C OTCYTCTBMEM B pallMOHE JIIOIEN MNPOAYKTOB, COAEPXKAIIUX IJIOTEH,
OCTaeTCsl OTKPBITHIM U AUCKyTabebHbIM [40].

OnuaeMHonorusl l1eauakuu B KuTae K HAcToslIeMy BpPEMEHHM H3yueHa
HEJ0CTAaTOYHO. B uccnenoBanuu, npoeneHHoOM cpenu 19778 nanueHToB (CpeaHui
Bo3pacT 16-25 Jier), MpoKMUBAIOIIMX HA TEPPUTOPUU JBAJLATH CEMH PETHOHOB
Kuras, BbigBIeHO, uTO Oonee 2% M3 HUX HUMEIOT MOJOKUTEIbHBIE PE3YabTaThl
CEpOJIOTUYECKUX TECTOB C BBICOKMMH ypoBHSAMHU aHTU-TTI, mpu »ToM naHHas
3aKOHOMEPHOCTh B 12 pa3 yarie ObuTa BBISIBJIEHA B CEBEPHBIX MpOoBUHIMAX Kutas,
takux kak [Hawpayn, [llsHcu m XsHaHb, A€ NOIIEHWIA SBIAETCS OCHOBHBIM
371aKOM, BXOJSIIIUM B paivioH nuTanus [225]. B apyroMm HemaBHEM HMCCIICOBaHUH,
IPOBENECHHOM cpeau 2277 MalueHToB, NPOKUBAIOIINX HAa TeppUTOpUU CHHBL3SH-
YUrypckoro aBTOHOMHOTO panoHa Kuras M MMEOMMX pa3IM4YHbIE CUMIITOM bl
MOPAXKEHUS KEITYNOYHO-KUILIEYHOIO TPAKTA, 4YacTOTa UEJIMAKUA IO JAaHHBIM
CepOJIOTHYECKOT0 CKpuHUHTAa U Mopdomorudeckoro uccnemaoanus COTK
cocraBmwia 1,27% wu 0,35% coorBerctBeHHo [226, 230]. Ilpm mnpoBeacHun
CEepOJIOTUYECKOM TUArHOCTUKHU cpean 1390 mamueHTOB TIpyIn BBICOKOTO PHUCKA
pa3BUTHUSA LIEJIMAKWH, MTPOKUBAIOIIMX B MpOBUHLMAX ['yaHnyH, Uxkoy 3a0oneBaHue
Ob1710 BBIsIBIICHO Y 1%. Pesynbrarel MeTa-ananusa 18 uccieqoBanmii, MpoBEAEHHBIX
B Kurae, npoaeMOHCTPUPOBAIM, YTO BBICOKME YPOBHM CHEUUPUUHBIX s

OCInaKun aHTHUTCII OBLJIM BBISBIIEHBI y 8,3% IMAallMCHTOB I'PYIIII BBICOKOTO PHCKa
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MaHu(pecTanuu 3aboneBanus, a xapakrepHas Mmopgonorunueckas kaptuia COTK —
y 4,4% [229].

PacnpoctpanéHHOCTh 1leMAakuM B SIMOHMKM K HACTOAIIEMY BpPEMEHU
MIPOJOJKAET OCTaBaThCs HE3HAUMTENbHOW. B  wuccnemoBanum cpegu 2055
MalKMEeHTOB, HUMEIONIUX KaJloObl CO CTOPOHBI OPTraHOB KEITYIOYHO-KUIIEYHOTO
TpakTa, B TOM 4YHCJE, XPOHUYECKYIO JUapero, IeJIMaKus, TMOATBEPKICHHAs
MOP(OJIOTHYECKUM U CEPOJIOTHUYECKUM METOJOM, OblLjia BBISBICHA JIMIIL y JBYX
YyesioBeK. Takue 0COOEHHOCTH AMUEMHOJIOTHH IEIMAKUUA BEPOSITHO OOYCIOBJICHBI
HU3KoM dactoroil raminorunma HLA-DQ2/DQ8 B o0miedt mnonyasuuu U
HAIlMOHAJILHBIMU OCOOCHHOCTSIMU MUTAHUS, MOAPA3yMEBAIOIIUMHU MPpeodiialaHne B
COCTaBe TPAAUIMOHHBIX OJIIO pHca U HE3HAYUTEIbHOE COAepKaHue rroTeHa [79,
169].

Uccnenosanue, mnpoeaénHoe B BoctouHoit Asum, BKiIrouaroriee 562
NalyeHTa, MPoJAEeMOHCTPUPOBAIIO, YTO PACIIPOCTPAHEHHOCTH IEIMAKUMA COCTaBUIIA
1,25% [236]. CormacHO JaHHBIM CEPOJIOTMYSCKOIO HCCIIEAOBaHUsA, B JCTCKOM
HnonyJisuu BeeTHaMa pactpoCcTpaHEeHHOCTh HeIrakuu coctaBmia 1% [112].

Llennakus, Ha CETOMHSUIHUMN JI€Hb, HE SIBISAETCS PEIAKUM 3a00JIeBaHUEM U B
cTpanax 3amagHod Asuu. Tak, cucreMaTHdeckuil 0030p, MPOBEACHHBINA cpeau 22
340 demoBeK W3 ABEHAJIATH apaOCKUX CTpaH, BBIIBUI 3HAYUTEIBHBIC Pa3IHdMs,
pu 3TOM HamOoJee BBICOKHH TMoKaszareiab ObUT oTmeueH B CaymoBckoit ApaBuu
(3,2%), a camprit Huskmit — B Tynmce (0,1%) [270]. PacmpoctpanéHHOCTB
nenakun B lpaHe, corlacHO MaHHBIM CEPOJIOTHUECKOTO M MOP(OIOTUYECKOTO
obcnenoBanus, coctaBmia 3% u 2% cooTBeTCTBEHHO [/8].

[Ipeanonaraercs, 4T0O Ha PacHPOCTPAHEHHOCTh LEIUAKUU OIPEIAEICHHOE
BJIMSIHME OKa3bIBAET pacoBas M STHUYECKAs MPUHAMIECKHOCTh. COIIaCHO JaHHBIM
PacOBO-3THUYECKOTO  CTPAaTU(PUIUPOBAHHOIO HAIMOHAJIBHOTO  HCCIIEIOBAHUS,
nposeneHHoro B CIIA B mepuon ¢ 2009 mo 2012 rr., camas BbICOKas 4acToTa
3a0osieBanust ObLIa 3apETHCTPUPOBAHA CPEU HEMCIIAaHOS3bIYHBIX Oembix (1,08%), B
TO BpeMs KaKk y  aMEpUKaHIEB  MEKCHUKAHCKOIO  IPOUCXOXKIACHUS,

JJAaTHHOAMCPHUKAHICB N HCUCIIAHOA3ZBIYHBIX a(praMepI/IKaHHCB I[ElHHbeI IIOKa3aTcJib
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coctasui 0,23%, 0,38% u 0,22% coorBercTBeHHO [199].

Pacnpoctpanénnocts ramnorunos HLA-DQ2 u HLA-DQS, onpenensirommx
T€HETUYECKYIO MPEAPACHONOKEHHOCTh K Pa3BUTUIO IEIMAKUM, TaKXKe HMeeT
reorpaduueckue OCOOCHHOCTH, OJHAKO HWCCIEOBAaHUsA, HaIpaBJIE€HHbIE Ha
M3y4YeHUE JIaHHBIX 3aKOHOMEPHOCTEH, KpalHe MaJjO4YMCICHHBI U HEOIHOPOJHBI.
OtHocutenbHo yacto HLA-DQ2 u HLA-DQ8 BoisiBisitorcst B ctpanax EBporsl,
HentpansHoii A3umu, CeBepHoil u 3amagHoil Adpuke. B To xe Bpems cambie
HU3KHE YacTOThl ajuiesied BoigBIeHBI B IOro-Bocrounoit Asum u SAnonuu, 4to
OOBSACHSIETCS TEHJCHIIMEH K CHIDKCHHIO PacClpOCTPAaHEHHOCTH aJuieNied o
HarmpasiieHuto ¢ 3amanaa Ha Boctok [218].

UccnenoBanue B Unauu cpenu 117 nereit ¢ nienmakuen BbISIBUIIO, YTO MOYTH
B 100% cnydaeB 3aboneBanue OblI0 accoruupoBaHo ¢ ramiotunom HLA-DQ2,
npu 3ToM, comnmacHo AaHHbIM B.S. Ramakrishna u coaBr., wactora ramioTuiioB
HLA-DQ2 u HLA-DQS8 Bo B3pocioi MNOMyISIMH WHIUNHCKOTO HACEICHUS
cocraBwia okono 35% [224]. A. Agrawal u coaBT. B pesynbrare 00CIeIOBaHUS
1336 310pOBBIX JOAEH, MPOKHUBAKOUIMX HA TEPPUTOPUM CEBEPHOM U CEBEPHO-
BocTouHOM WMHauum, onpexenunu craenyromue 4vactorel aimnened  HLA,
BapbUPYIOIIME B 3aBHCHUMOCTH OT perwona: DQAI1*05:01 (11,2-16,7%),
DQB1*02:01 (17,4-26,5%), DQA1*03:01 (9,5-24,1%) u DQBI1*03:02 (0-5,5%)
[218].

O6mas pacnpocrpanéHHocTs ramaotunoB HLA-DQ2 u HLA-DQS cpenu
HacejieHusa SnoHumm JgocTtaToyHo HM3Kag. Tak, comtacHo pganHeiM  HLA-
TUIIAPOBAHUS aJlleJied MpeApacrnoioKEeHHOCTH K Henuakun 370 310pOBBIX
B3POCIIBIX JIFOJICH, BRIABICHO, yTO yactoTa aymiens DQB1*02:01 cocraBuna 0,3%, B
TO Bpems kak autenb DQB1*03:02 Bcrpeuancs B 10,8% ciyuaes [79].

Pacnpoctpan€HHOCTh amieneld mpenpacroaoKEeHHOCTH K UETUaKUU Cpeau
HacesneHus: Kutas MMeeT 3HauuTeNbHbIE pa3Mudsl B 3aBUCUMOCTH OT pPErvoHa
npoxuBanus. Tak, amnens DQBI* 02:01 3HaunTenbHO wYallle BCTpPEYaeTCS B
ceBepHbIX perroHax Kuras, yem B 10KHbIX IpoBUHLUSIX (22,04% B CHUHBIBSH-

Vitirypckom peruone, 2,8% B mnpoBuHnuu FOupHawb). B memom, wacrora
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rarmmotunoB HLA-DQ2 u HLA-DQ8 B Kwurae cocraBmser 3,40% u 2,10%

COOTBETCTBEHHO [82, 225, 226].

B GonbmunctBe crpan KOro-Boctounoit A3um yactora ramiotuna HLA-
DQ2 cocraBuser or 5 mo 20%. Bo BreTtHame okono 33% HaceneHus SABISIETCS
Hocuteasmu reHoB HLA-DQ2/DQ8 [112]. B Taummanae yactotsl amieneir HLA-
DQB1*02:01 u DQB1*03:02 cocraBuiu coorBeTcTBeHHO 27% u 14% [153].

UccnenoBanus, HampaBjieHHbIE Ha BBISIBICHHE OCOOCHHOCTEH auienei
NPENpPacIoNOKEHHOCTH K  1enuakuu  metogqoM  HLA-tunupoBanus  Obuin
npoBeneHbl B Kazaxcrtane u B Heckonbkux peruonax Poccun (Tomck, KpacHomap,
Axytust). YacToTa reHeTUYECKON MPEepacioioKEHHOCTH K IETHAKUN B HEKOTOPBIX
peruonax Poccum 3HaUMTEILHO HUXKE, YeM B cTpaHax EBpombI, rie reHerudeckas
BOCIIPUMMYHBOCTB K Pa3BUTHUIO 3a00seBanus onenuBaercs B 20-30% [217].

CornacHo JIaHHBIM, TOJYYEHHBIM POCCHHCKUMHU YYEHBIMHU, BBISBICHO, YTO
vocuteiasmu DQ2 m DQ8 sasnstores 76,9% mamuentoB B Tomcke, 81,2% — B
Kpacnonape u 80,9% — B SIkytuu [6, 21, 30].

B xoroprte nanmentoB Kazaxcrana HLA-DQ2 u HLA-DQS BbIsIBISAIUCSH €111e
pexe, ueM B Poccunm [217].

B snunemMuonorumn neianakuy CylmiecTBYIOT M BEChbMa 3aMETHBIE Te€HICPHbBIE
paznuuns. Kak u MHOrme Jpyrue ayTOMMMYyHHBbIE 3a00jeBaHUS, IEIHAKUS
HECKOJIbKO 4Yallle BBISBISCTCS Y KEHIIMH, 4eM y MmyxuuH [259]. Tak, cormacHo
JAHHBIM JIMTEPATYpPbl, COOTHOIICHUE JKCHIIIMH U MYXXYUH cocTaBisieT ot 2 jo 3:1.
Opnako,  CyIIECTBYIOT  JaHHbIE,  CBUJETEIbCTBYIOIIME O  TOM,  4YTO
pacrpoCTpaHEHHOCTh  LIEJIMAKUUW  CPelu  MPEACTaBUTENIe  00OMX  IOJIOB,
OCHOBAaHHAs HA JIAHHBIX CEPOJIOTUYECKOTO CKPUHUHTA, COTIOCTABMMA U COCTABIISICT
okosio 1%. Pa3Huila B 4acTOTEe OCTAHOBKHU JMArHO3a MEXKIY MOJIAMH MOKET OBIThH
O0OBsICHEHA COYETAHHEM T'€HETHUECKHX (haKTOPOB, CBSI3aHHBIX C X-XpPOMOCOMOM,
TOPMOHAJIEHO-META00IMYECKUMHA OCOOCHHOCTAMH (YHKITMOHUPOBAHUS >KEHCKOTO
opranmusMma, 6osnee peryaspHbIM oOpaIieHueM 3a MEIUIIMHCKON MOMOIIBI0 U Oojee

BBICOKOM BEPOSTHOCTBIO THITHYHOTO KIIMHUYECKOTO TeueHus 3aboieBanus [93, 162,

175, 194].
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Nudopmaiusi, HakorIeHHAs HA CETOHSIIHUN 1€Hb, TO3BOJISET YTBEPK/IATh,
yTO0 Haubojee 4YacTo LENUaKusi PErHUCTPUPYETCs B TaK Ha3bIBa€MbIX TIpyIIax
pHUCKa, K KOTOPBIM OTHOCSITCS:

- cuOCHI U POAUTENH MAIUEHTOB C IETUAKUEH;

- OoNbHBIE C AayTOUMMYHHBIMH 3a0O0JIeBaHHMSIMH, B YaCTOCTH C
ayTOMMMYHHBIMU SHJIOKPUHOIATHUSIMU;

- OoJbHBIE C pepaKTEpHON K JICUEHUIO aHEMHEH U OCTEOIOPO30M;

- OOJIbHBIE C TUTIEPTPAHCAMUHA3EMUEH HESICHON ATHOJIOTHH.

DONUIEMHUOIOTUYECKUE HUCCIEAOBaHUS, MPOBEACHHBIE B Pa3HBIX CTpaHax,
JEMOHCTPUPYIOT pa3jiMuusi B YACTOTE€ BBISIBJICHUS IEJIMAKUU CPEId  JIHII,
OTHOCSIIIUXCA K TOW WJIM WHOW TPYIIE PUCKA, YTO JUKTYET HEOOXOIUMOCTH
IIPOBEICHUS I1I€JICHANIPABIICHHOTO CKPUHUHTA JJI1 CBOCBPEMEHHOTO BBISBIICHUS
3abonesanus [2, 48, 200].

HauGonpmras gactora 1eauakuu 0TMEUaeTCsl CPeIM POJACTBEHHUKOB MEPBOM
crenieHu pozacTBa. CoolImaercs, 4To ceMeiHasi paclpoCTPaHEHHOCTh 3a00JIeBaHuUs
konebnercs or 2,8% mo 22% [83, 126, 247, 281]. Y. Dogan u coaBT. B
UCCIIEIOBAaHUM, TPOBEAEHHOM B TypIuH, TPOAEMOHCTPUPOBANIU, YTO ILIETUAKUS
Oblma auarHoctupoBana y 46 (9,5%) u3z 484 ponCTBEHHHMKOB MEPBOM CTENEHU
POJICTBA, MPU PTOM PACIPOCTPAHEHHOCTH 3a00JEBAaHUSI Cpelnu OpaTrbeB U CecTep
naruenToB cocrasmiaa 7,25% [130]. M. Grover B wuccieaoBaHHH, MPOBEAEHHOM
cpeau MalMEeHTOB C IeJuakue, npoxuparonux B CeBepHoil MHauU, BBISIBUI, YTO
pacmipocTpaHeHHOCTh 3aboiieBaHusl cpeau cuOcoB nmocturaer 15,6% [83]. B
[Topryranuu npu odcnenoBannu 268 poJCTBEHHUKOB MepBoOM cTenenu 163 neteit ¢
uenuakuet y 12 (4,5%) Obuin BbIsiBIIEHBI BbicOKME ypoBHU aHTU-TTI IgA, ay 7
(2,6%) nuarHo3 uenuakuM ObLT TOATBEPXKICH KaK CEpOJIOTUYECKUM, TaK |
MopdosorndeckuM MetogoM [77]. Bbpasmibckue wuccienosarenu (P. Almeida wu
coaBT.) ooHapyxuin 9 (4,8%) BrepBble BBISBICHHBIX CIIy4aeB LEIUAKUU CPEIU
188 pomcrBennukoB mepoi nuauu. B CIIIA A. Rubio-Tapia m coaBt. u3 344
ponctBeHHUKOB mepBoit nuHUU y 47 (14%) ObulM BBISBICHBI MOJOXKHUTEIIbHBIC

CEepOJIOTUYECKHE MapKephl IeNMHakuu, a y 39 TMaiueHTOB JIUarHo3 ObLI
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NOATBEpKAEeH  Mopgonoruueckd. Takum  00pa3oM, OTMEUYEHAa  BBICOKas
pacnpoCTpaHEHHOCTh LIEJIMAKUHU KAaK B TPYINIE PUCKA, TaK U Cpeau OOJIbHBIX BHE
IpyHIbl pUCKA.

HopBexckoe wucciaenoBaHue, HaNpaBIE€HHOE HA OLEHKY CTEIEHW pHCKa
MaHu(pectanuu nenuakuum nyrem HLA-tunupoBanus cpeau 188 poncTBEHHHMKOB
OOJBHBIX JIETEH MPOJEMOHCTPUPOBAJIO, UTO PUCK cocTaBmil 10% B 3aBUCHMOCTH OT
CTerneHu pojctaa [2].

[lanmeHThl ¢ BBICOKMMH ypOBHSIMU neueHouHbIX TpancamuHasz (AJIT, ACT)
Takke (GOPMHUPYIOT IPYIIy BBICOKOTO pucka mMaHudectanuu ueianakuu. OmHaxo,
CBEJICHUS O YacTOTE BBISIBJICHUS TMIIEPTPAaHCAMUHA3EMHUHU Yy OOJIbHBIX LIeTUaKHel
KpaliHe HEeOIHOPOAHbI. COMIaCHO JaHHBIM JUTEPATypsl, BeicOkue ypoBHU AJIT u
ACT Ha MOMEHT MOCTaBKM JIMAarHo3a BhIABIAOTCA Y 11-27% B3pocibIx NaleHTOB
u 15-57% nereii [94, 105, 188, 198]. IIpuusaTO CcuMTaTh, YTO MOPAKEHUE MECUCHU
Opu 1LEeJMakKuM pa3BUBAETCA B pe3ylbTare CHHApoMa MasibabcopOuuu. OpHaxo,
UMEIOTCA JaHHbIE O POJIM HMMYHHBIX MEXaHU3MOB B (OPMHUPOBAHHHM TaKOMU
B3aUMOCBSI3U, O YEM CBHUICTEIbCTBYIOT  pEe3ylbTarbl  MHOTOYUCIECHHBIX
UCCJEAOBAHUI 1O BBIBICHHUIO LEIWAaKUM Y TAUUEHTOB C ayTOMMMYHHOM
narojorueil neueHu. [Ipu 3TOM clieyeT OTMETUTh, YTO YAaCTOTAa AyTOMMMYHHBIX
MOPAXKEHUM TICUCHH Y OOJIBHBIX IIeJTMaKuel MpeBhIaeT CPeAHUN YPOBEHb B 00IIeH
NOMYJSIMUA, & Yy MAalMEHTOB C ayTOMMMYHHBIM T€laTUTOM M CKJIEPO3UPYIOLINM
XOJIAHTUTOM YaCcTOTa HETHaKHH HECKONIBKO Bbiiie (3-6% u 2-3% COOTBETCTBEHHO)
[87, 223, 228, 234].

Takum 00pazoMm, SMUAEMHOIOIMYECKUE HCCIIEOBAHUS, IPOBEJCHHBIE B
pa3HbIX CTpaHaXx M pEruoHax MHpa MO3BOJIAIOT YTBEPXKAATh, YTO LEIHAKUSA
ABISIETCS OJHUM M3 CaMbIX pPAaCHpPOCTPAHEHHBIX TaCTPOIHTEPOIOTHUECKUX
3a0oneBaHuii. B TeueHne mOCIENHUX NECATUICTUH OTMEYAaeTCs OTYETIUBAs
TEHACHIUS K POCTYy PpACIPOCTPAHEHHOCTH LEIUAaKWW, OOYCIIOBIEHHAs Kak
YAYyYLUIEHUEM Ka4eCTBa KIMHHUKO-I1a00paTOpHON TUAarHOCTUKH, TaK U YBEJIIMYEHUEM
MCTUHHOU 3a001€Ba€MOCTH. DMHUAEMHOIOTNYECKas CTPYKTypa LETUAKUH CIOXKHA

H HCOAHOpPOAHA, YTO OOBSACHSCTCS BIUSHHUEM OCOOCHHOCTCH paouOHa IHUTAHUA
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AMUTECHETUYECKUX (PaKTOPOB.

1.3. KnuHanyeckasi KapTHHA HeJUaKHH

[IpencraBnenue o LeIMaKUM Kak O 3a00JeBaHUM, MaHU(DECTHPYIOUIEM B
JIETCKOM BO3pacTte ¢ TnpeoljajaHueM B KIMHUYECKOM KapTHUHE THUIUYHBIX
raCTPOMHTECTUHAIBHBIX CUMIITOMOB, Pa3BUTHE KOTOPBIX 00YCIOBICHO CHHIPOMOM
MabaOCoOpOIMK, TMpeTepreso 3HaYuTeabHble u3MeHeHnus [54, 71]. Ha
CErOJHAIIHUM JE€Hb CTAHOBUTCS HEOCHOPUMBIM (DaKT, YTO IIEJIUAKUS MOXKET
MaHU(ECTUPOBaThL B JIIDOOM BO3pacTe, MPU 3TOM, KaK MPaBWIO, TMEPBBIM IMHK
3a00JIeBa€MOCTH TPUXOAUTCS Ha TMEpPBOE JECATHIIETHE KU3HM, a BTOPOH — Ha
Bo3pacTHOM npomexyTok or 30 no 40 ner. OpnHako, B JUTEpaType ONUCAHBI U
Oonee mo3maHUE ciydan MaHH(eEcTaluu IeNHaKUM y TIOXKWIBIX IallUeHTOB B
Bo3pacte 60 et u crapiie [38, 196, 243, 260].

Hapsigy ¢ TUOMYHBIMEH CHMIITOMaMH CO CTOPOHBI >KETyIOYHO-KHUIIEYHOTO
TpakTa (Iuapesi, B31yTUE )KHUBOTA, a0JJOMUHAIbHBIE 001U, TOITHOTA, PBOTA, MOTEPS
anmneTuTa), B KIMHWUYECKOM KapTHHE IIeMAaKUM BCE Yallleé BCTPEYAIOTCS Tak
HA3bIBAEMbIC BHEKHUIIICUHBIC MPOSABICHUS, K YHCIY KOTOPBIX MOXHO OTHECTH
3aJIepKKy TEMIIOB (DU3MYECKOTO W TOJOBOTO PAa3BUTHS, HAPYIICHUS IPOIECCOB
MUHEpaIM3allid  KOCTHOM  TKaHW,  TSOKEJIO  MOAJAIOUIUecs  Tepanuu
&Kele307e(DUIMTHBIE COCTOSHUSI, TTOPAXKECHUS TIEYEHU, TePIETU(POPMHBINA JepPMaTHT,
aJomnenuio, apTpajrui, apTpuT, a TakKkKe IMIUPOKUM  CHEKTp  ICUXO-
HEBPOJIOTUUECKUX HApYIIeHUW (TOJOBHBIE Oonu, mepudepudeckas HeWpomarus,
smwtenicus) [71, 73, 99, 113, 147, 188, 189, 214, 275].

PacnipocTpaHEHHOCTh BHEKHILIEUHBIX MPOSIBICHUN CONOCTABUMA Yy JETEN U
B3pocibix U coctraBiasier 60% u 62% COOTBETCTBEHHO, OJHAKO, 4YacToTa
BCTPEYAEMOCTH KOHKPETHBIX CHUMIITOMOB HMEET HEKOTOpble paznuuus. Tak, y
neteil HauOosiee paclpOCTPAHEHHBIM BHEKMIIIEYHBIM IPOSBICHUEM SIBISETCS

HHU3KOPOCJIOCTb, a4 Yy B3pPOCIbIX B KJIUHUYECKOM KapTHUHC 3a00JIeBaHUs MOI'yT
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npeobnangare cumntoMmbl JKJIA [187]. Psamom aBTOpOB mOKa3aHO, 4YTO JCTH C
npeoOmalanieM B KIMHAYECKOW KapTHHE IETMaKWU BHEKHUICYHBIX MPOSBICHUN
UMEIOT Oonee TOKETYIO CTeneHb aTpouH KHINEYHBIX BOPCHH, YEM JIETH C
JTOMHHHPOBAHUEM THIUYHBIX TACTPOMHTECTHHAIBHBIX MposiBIcHU. Kpome Toro,
Ha Qone coOmogeHuss crporod bBIJ[ y nmereit m y B3pOCHBIX MaIMEHTOB
HUBEJIUPOBAHNUE JKETYTOYHO-KHIIICYHOW CUMIITOMATUKHA ITPOUCXOIUT HECKOIBKO
osictpee (90% u 86% COOTBETCTBEHHO) MO CPaBHEHHIO C BHEKUIICYHBIMU
nposisnenusimu - (87% wu  80% coorBercTBeHHO). K  (daktopam, KoTOphIe
OoOyCIIOBIIMBAIOT  JIAHHYIO  3aKOHOMEPHOCTb,  TO-BHJMMOMY,  OTHOCSTCS
JUTMTEILHOCTh TIEPHOAA OT TIOSBIICHUS CHMIITOMOB JIO IIOCTAaHOBKHM JIMAarHO3a,
CTCTICHb BBIpaXCHHOCTH arpoduueckux usMeHenmii COTK, a Takke CTEleHb
pUBEPKEHHOCTH OobHOTO K cobmonenuto BI'JI [85, 150, 188].

ManudecTarus 1eIMaKuU, Kak MpaBUiIO, HAOJIOAACTCS TOCJIC BBEICHUS B
paroH pebeHKa IIIIOTEHa, YTO COOTBETCTBYET Bo3pacty 4-6 mecsies [17, 37, 88,
275]. 3auacTyr0 TOSBICHHE TMEPBBIX KIMHUYCCKUX CHMIITOMOB IICJTHAKUU
OPUXOAUTCS Ha Bo3pacT OT 6 MecsueB a0 2 ner. Ho, commtacHo ngaHHBIM
JTUTEepaTyphl, 3a00eBaHre MOXKET MaHU(pECTUPOBaTh HA BTOPOM TONY KU3HHU U
noyke. Hepenako kimHuyeckas MaHudecTanusi HETUAKUM OUITMOOYHO TPAKTYETCs
KaK CUMIITOMBI IPYTUX 3a00JICBAHUM, B YACTHOCTH, KUIIIEUYHBIX MHPEKIIUN, B CBSI3H
c 4eM OOJIbHBIC TOY4YalOT aHTHOAKTEpHaJbHBIC TMpernaparbl, 4YTO CIOCOOCTBYET
HapyIICHUI0O B KAYE€CTBEHHOM M  KOJIMYECTBEHHOM COCTaBE  KHIIEYHOM
MHUKPOOHOTHI, TEM CaMbIM yCyT'yousisi TeueHue nenuakuu [1, 43, 163, 182].

Haubonee paHHUMH KIMHUYECKUMU TIPOSBICHUSAMH 3a007€BaHUS SBISIOTCS
raCTPOMHTECTUHAIBHBIE CUMIITOMBI: XpOHUYECKasl AUapes C XapaKTEPHBIM CTYIIOM
(pa3XMKCHHBIN, OOWMIBHBIN, TIEHUCTHIN, 3JIOBOHHBIN, C YKUPHBIM OJECKOM, ILIOXO
CMBIBAIOIIMICS CO CTEHOK YHWTAa3a WM TOPIIKA), B3AYTHE KUBOTA, YBEIUUYCHHE
KUBOTAa B 00bEMe, HapyIICHNUE amlmeTUTa, TOMHOTA, PEXE PBOTA, 4 TAKKE CTOMKAsS
moTepsi Macchel Tena. B ciayuae mo3mHel AMArHOCTUKHU 3a00JI€BaHUS Pa3BUBACTCS

66J’IKOBO-3HepFeTI/I‘-ICCKaH HCAOCTATOYHOCTb, JJICKTPOJIIMTHLBIC H METa0O0INYECKIE

Hapyienus [49, 144, 210].
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Y nmeren crapumero BO3pacTa MU IMOAPOCTKOB IPU HECBOCBPEMEHHOM
BBISIBIICHUM 3a00JIeBaHUsI KJIMHUYECKAas KapTUHA LIeJIMakuu u3MeHserca. B
pe3yabrare cuHApoMa mManbadbcopOuuu GopMHupyeTcs CTOMKUN Ae(ULIUT MaKpo- U
MUKpPOHYTPUEHTOB, YTO CIIOCOOCTBYET BOBJIEUEHHUIO B IMATOJOTMYECKHUI MpOLEecC
JIPYTUX OPraHOB U CHUCTEM, TEM CaMbIM, Ha TIEPBBIM TUIAH BBIXOJSAT BHEKUIIICUHBIE
nposiienus [64, 103, 146, 222, 284].

Haubonee wyacThiM BHEKHUIIEYHBIM TMPOSBICHUEM IIEJIUAKUU Yy JIETCH,
oOHapyxuBaeMbIM MpuMepHO y 10—40% mnarnueHToB C BIEpPBbIE YCTAHOBICHHBIM
JMArHo30M, sIBIsieTCs 3aiepikka pocta. Cpend BceX HEIHAOKPUHOIOTHYECKHUX
OPUYMH HHU3KOPOCIOCTH, Lenuakus coctasiseT 10 60%. [Ipu sTom HHM3KHMIL pOCT
acCOllMMPOBAaH C paHHUM BO3pPAcTOM MaHHM(ECTalMU IeIMakKuu U ¢ Oojee
TSKETBIM €€ TeueHHEeM, OOYCJIOBIICHHBIM BBICOKON CTENEHBIO aTpO(UM KUIIEYHBIX
BopcuH [247, 262]. Tlocne crtpororo coOmoncuuss BI'Jl B TeueHne MUHHMYM 6
MECAIIeB, JETH C leJIruaKkued CrnocoOHbl JOCTHYb POCTOBBIX IOKazaresei,
COOTBETCTBYIOUIMX HUX BO3pacTy U IONY, IPHU ATOM LEJIEBbIE MOKA3aTEIN pPOCTa
NOCTUTAIOTCSI B TEUEHHE 3 JIET TOCJE€ INOCTAHOBKM JuarHo3a. OpHako, eciu
JIMArHO3 MOCTABJIEH B MEPHOJIE TIOJIOBOTO CO3PEBAHMs, IIAHCHI peOEHKA JOCTUTHYTh
POCTOBBIX TIOKa3aTesieli CBEPCTHUKOB 3HAUMUTENIbHO CHIDKaroTcs. Tak, A. Comba u
COAaBT. MPOIEMOHCTPUPOBAIIM, YTO MAIIMEHTHI, KOTOPHIM JMATHO3 I[EIUAKUH OBLI
YCTaHOBJIEH B BO3pacTe 6 JET W cTaplie, UMEIU 3HAYUTENbHO Ooliee HHU3KHE
nokasarenu pocrta, Beca, UMT, 1o cpaBHEHHUIO C J€TbMH, KOTOPBIM JHArHO3 OBLI
MOCTaBI€H B paHHEM BO3pacTe, UTO [OAYEPKUBAET HEOOXOAMMOCTH
CBOCBPEMEHHOW TUarHocTuky 3abonesanus [135, 188].

3ajepKKa TOJIOBOTO PAa3BUTHUS SBISIETCS €II€ OJHUM PAacIPOCTPAHEHHOM
BHEKHIIIEYHBIM TPOSBICHUEM IIeIMaKNK, BCcTpedarommumces npumepro y 10-20%
MAIMCHTOB B OCTPOM Iepuoe 3adoneBanus [195]. 3amepxkka MeHapxe, aMeHOpes
SBIISIIOTCSL  YaCThIMM KJIMHUYECKHUMHU TPOSBICHUSIMHU LEIUAKUU Yy JI€BOYEK-
MOAPOCTKOB. B  A0MTrOCpOYHON MNEPCHEKTUBE NPU OTCYTCTBUM aJI€KBATHOTO
JEYeHUsl [eNHaKusg MOXET CHOCOOCTBOBaTh (POpMUpPOBaHUIO OecIuionus U

YBEJIMYUBAET PUCK psAlla APYTUX AKyHIEPCKUX OCJIOXHEHUM (MpekKIAeBPEMEHHbBIC
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pombl, 3a7epKKa BHYTPUYTPOOHOTO pa3BUTHS IUIONA, MEPTBOpPOXKACHHE) [72, 73,
80, 81, 177, 242, 264, 273, 283]. [Ipu cBOCBpEeMEHHOW AUArHOCTHKE 3a00JICBaHUS
MOJIOBOE CO3PEBAHUE HACTYIAET B TEUCHHE 6-8 MECSIIEeB MOCe EPEeBO/Ia MAIlUEHTA
na BI'J] [149].

AHeMus sBIsSeTCS HamOoiee pacHpOCTPAaHEHHBIM TI'eMaTOJIOTHYCCKUM
MIPOSIBJICHUEM IIEJIMAaKWK W BCTpedaeTcs NMpuMepHo y 15% nereit B aKTUBHOM
nepuojie 3a00JIeBaHUs, a, COIVIACHO JIUTEpPaTypPHBIM JIaHHBIM, 3a4acTyH) MOXKET
SIBJISITHCSL TIEPBBIM M €JIMHCTBEHHBIM TposiBiIcHHeM Ienuakuu [51, 181, 187, 205,
208, 258].

Cpeny KOXHBIX TPOSBICHUN IETMAKWK HauOolee paclpoCTPaHCH
reprietudopmubiii nepmarut ropunra [20, 32, 120, 121, 161, 277]. Crporoe
coomogenne bIJ], kak mnpaBwio, CHOCOOCTBYET HCUE3HOBEHHMIO KOXKHBIX
nposieieHuii  u  BoccrtaHoBieHuto COTK, d4ro mnoxarBepkaaeT TECHYIO
naroreHetTudeckyto cBs3b [ )] u nenuakuu [3, 7, 122, 237].

PacnpoctpaneHHOCTH TICUXOHEBPOJIOTHICCKHIX CHUMIITOMOB cpenu
MAIMeHTOB C ILIeJIMaKued MOXeT aocturath oT 6 10 10%, nmpu 3TOM B OTCYTCTBHU
aJIeKBaTHOTO JICYCHHs JAaHHBIA MMOKa3aTellb MOKeT mpuommkarbes kK 40% [10, 14,
44, 70, 97]. Hawmbomee dYacTo BCTPEYAIOIIMMHCS  HEBPOIOTHYCCKUMHU
IPOSIBIICHUAMHU Y JCTEH B OCTPOM TEPHOE IETUAKHH SBJISIOTCS TOJOBHAs OOJb U
murpers [68, 235, 248, 298]. bomee peaxkuMu COCTOSHHSIMH B I€IUATPHUUECKOM
IpPaKTUKE SBISIOTCS TJIIOTCHOBas arakcuss W Tmepudepuyueckas HeWpomaTus,
4acTOTa KOTOPBIX IO pa3HbIM JaHHBIM BapeupyeT ot 0,1% mo 7,4% [72, 183, 249,
298].

Hepenxkum siBieHHMEM TIpH I[EJIHAKWAU SBISIETCS IOPaKEHHE CYCTaBOB C
pa3BUTHEM apTPUTOB ® cHoHawioaprpomaruii [75, 279]. Kpome Toro,
BHEKHUIIIEYHBIC MPOSBICHUS ICIHMAKUM MOTYT 3aTparuBaTh CEPIACYHO-COCYIUCTYIO
CHUCTEMY, 4YTO MPOSBIsACTCS (HOPMUPOBAHUEM MHOKAPAWTOB, ICPUKAPAUTOB U
kapmuomuonarui  [201].  Temocuaepo3 wu  cuHapom Jleina-I'amuisrona
(accormarnus IeIuakuy U JICTOYHOIO TeMOCHEPO3a) OIMCAHBI B JIMTEPAType Kak

HauboJjiee 4acTo BCTPCHAOINUECA ITYIBMOHOJOTHYCCKUEC IIPOABICHUA LCIMAKHWH
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[65, 192]. Onucansl Takke ciydam acconuanuu nenuakuu ¢ IgA-Hedponaruei,
MaTOT€HE3 Pa3BUTHS KOTOPOM CBsi3aH C MOBbIIEHWEM akTuBHOCTH TTI' 2 Tuma,
MPUCYTCTBYIOUIEH B TKaHAX MOYEK, YTO CIOCOOCTBYET MOBPENKACHHUIO MOYEUHBIX
KJIyOO4YKOB ¢ (hOPMHUPOBAHUEM XapaKTEPHOH KIMHUYCCKON KapTHHBI [ 74].

Takum 00pa3oM, B KIMHUYECKOW KapTHUHE IEJIMAKUU HET HHU OFHOIO
MaTOTHOMOHUYHOTO CUMIITOMA, KOTOPHBIH OBl BcTpeuasicst co 100% uvactoTolt y Bcex
nanueHToB. Ha cerogHsmHuil JAeHb cpeAau MpOSBICHUHN IeMaKUU NPEeBATUPYIOT
BHEKHUIIIEYHBIC CHUMITOMBI, 4YTO TpeOyeT TMOBBIIICHHOTO BHUMAHMS Bpayei

Pa3JINIHbIX CHCHH&HBHOCTCﬁ K Hp06JI€M€ OCJIIMaKHuu.

1.4. CoBpeMeHHBIH AJTOPUTM IMATHOCTUKH IEJIHAKNH

AJTOPUTM  JMArHOCTUKM  IIEJIMAKUU  BKJIIOYaeT B ce€0S  KIMHHUKO-
AHAMHECTHUYECKYI0 XapaKTEPUCTUKY, PE3YJIbTaThl JTAOOPATOPHBIX HCCIEIOBAHUN
(ayroanTuTena), omnpeaeneHue rarmiotunoB HLA, a Takke wHccienoBaHUE
ouonrtaroB COTK [9, 15, 22, 36, 41].

B 1970 rogy o6miectBom ESPGHAN 6511 pa3zpaboTan NepBbIi aJrOPUTM MO
TPEXATAIHOW AUArHOCTUKE LEIUAKUH, KOTOPBIN HAllle)l IIMPOKOE NPUMEHEHNUE KaK
CpenM JIETeil, TaK U CPEeAH B3pOCIbIX MalMeHTOB. COMIacHO JAaHHOMY aJIfOPUTMY,
Opyd  HaJWYUM  XapaKTepHBIX  TaCTPOMHTECTUHAJIBHBIX  MPOSBICHUA U
NOJIOXKUTENIBHBIX ~ PE3YJIBTaTOB  PYTHMHHBIX  CKPUHUHIOBBIX  MCCJEIOBaHUMN
(ompenenenue ManmbabcopOIuu kupa, Tect ¢ D-kcmino3oi) Ha TepBOM dTare
npoBoamwinack ouoncust COTK u mopdonoruueckoe uccienoBanue o6uonrara, u, B
Cly4ae BBISBICHUS aTpOPUUECKUX HW3MEHEHHH KHINEYHBIX BOPCHH, MAIlUEHT
nepesoauics Ha bIJI. Ha Bropom stame uepe3 12 mecsieB mociie 3JIMMUHALAHA
[JIIOTEHA  BBITIONHSJIACh  TMOBTOpHAsh OWomcwsi, W TPH  BOCCTAaHOBICHUU
rucroiorndyeckort  cTpyktypel COTK u 1npu  HMCUE3HOBEHUH KIMHUYECKHUX
nposiBieHuit co croponsl JKKT, manueHTy cHOBa peKOMEH0BaJOCh COOIIOAEHUE
BI'JI. Ha TperbeM »3Tame OCYHIECTBIsJIACh OIIEHKA pPEakiuu OOJIbHOrO Ha

MOBTOPHYIO TIPOBOKAI[MIO TIJIIOTEHOM Yepe3 3 Mecsina — BO30OHOBIICHHE
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KIIMHUYECKOM CUMIITOMATUKU U yrinyboneHnue arpoduueckux mpoieccoB B COTK
MO3BOJISIIM  TOATBEPAUTHh JUATHO3 «IICIHAKUS». ITH KPUTEPUHM JHATHOCTUKU
I[ETMAaKWH TTOJTyYMIIM Ha3BaHHUE «Kiaccuueckue kpurepuny» [19, 39].

B 1990 rony B CBfI3M ¢ NMOSBIEHUEM HOBBIX JAHHBIX OTHOCHUTEIIBHO MPUPOIBI
[EeTMaKui M MEXaHU3MOB, JICKaIlMX B OCHOBE €€ pa3BUTHUSA, DKCIEpTaMu
ESPGHAN B kIMHUKO—1a0OpaTOpHYIO MPAKTUKY TaCTPOIHTEPOSIOrOB ObUIH
BHEJIPEHbI TaK Ha3bIBAGMbIC «IEPECMOTPEHHBIE KpUTEpuu». [l MoCTaHOBKHU
JIUarHo3a ObUI PEKOMEHIOBAH CJEAYIOIUNA aJrOpUTM: MpU TOJO3PEHUH Ha
LEJIMAKUIO MPOBOAWIOCH CEPOJIOTMYECKOE HCCIEAOBAHUE C LETbI0 BBISBICHUS
OMA u antu-TTI IgA ¢ mapamienbHbIM OonpeiesieHueM cofepkanus obmiero IgA
B CBIBOPOTKE KPOBH, U MPHU €r0 CHIKCHUH OMPEICIISIUCh YPOBHU CHEIU(PUISCKIX
antuten kiacca 1gG. [lpu BBISIBICHUM CEPOJIOTUYECKUX MAapKEpOB IMPOBOIUIIACH
ouwonicust u B ciayvyae tunuuHbix uw3mMeHeHnnin COTK muarnos moarepxkmancs [4,
19, 40].

OdunnanbHbIi TPOTOKOJ TUArHOCTHKY LETHAKUU, IPEAJIOKEHHBIN YieHaMu
ESPGHAN B 2012 romy, BKJIFOUHJI HOBbIE PYKOBOJSIIME MPUHITUIEL. Tak, BepBbIe
MOSIBIJIACh BOBMOXKHOCTh JTUATHOCTUKH LIENTMAaKUK 0e3 0053aTebHOTO MPOBEICHUS
ouoricun COTK ¢ mocneayromuM MOp(GONIOTHYECKAM HCCIEAOBAHUEM TIPH
COOJTIOIEHUH CIENYIONIUX YCIOBHIA:

- TUNIUYHAs KJIMHUYECKas KapTuHa 3a00JIeBaHMs;

- npeBbimearne tutpa aHTH-TTD IgA B 10 u Gonee pa3 mo CpaBHEHHUIO C
HOPMOW;

- BeIsiBNIeHHE DOMA Kkiacca IgA,

- HAJIMYHUE T€HETUYECKUX MAPKEPOB, OMPEAEIISIIOINX TPEAPACTION0KEHHOCTh
k nenuakuu [18, 41, 124, 143, 295].

B 2019 rogy nuarHOCTHYECKUM ajarOpuTM BHOBb H3MEHMJICS (OTKa3 OT
obsi3arenbHOTO TIpoBeAcHusT HLA-TtunmpoBanus). [Ipu 3TOM THAarHo3 MOXKET OBITh
MOATBEPAKIACH CHEUHATUCTOM B cCilydae MNoBblIEHUS ypoBHsA aHTU-TTD B 10 m
Oonee pa3 U MONOKUTEILHOM TUTpe DMA 0e3 mpoBeneHus MOP(HOIOrHYECKOTO

uccienopanuss COTK paxke B OTCyTCTBHE KaKMX-JIMOO CHMIITOMOB 3a00JICBaHMUS.
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[IpoBenenne  OWOICHMH, COMMACHO J@HHOMY  IPOTOKONY, MOXET OBITh
PEKOMEHIOBAaHO B CIIOPHBIX MUArHOCTHYECKUX CIy4asX MPH MOBBIIMICHUH yPOBHS
antu-TTT menee 10 Hopw™m [41, 46, 145].

Ceponorudeckasi IUAarHOCTUKA I[EIMAKUHU 3aKIIOYaeTCsd B OIMPEISICHUN
cnenuPuUecknX aHTUTeNl. BakHO, YTO CEepoNOrHYecKhe HCCIECAOBAHUS TOHKHBI
NPOBOANUTHCS HAa (OHE ymoTpeOsieHus oObluHOrO KonmvectBa mmoteHa [39, 90,
293].

Haubonee yacTo MCIOIB3yEeMBIM CEPOIIOTUYECKUM TECTOM JIJISl JUATHOCTUKH
HeNMakuu siBrsieTcs: onpenenenue antu-TTI kmacca IgA, 94To OOBSCHAETCS €ro
IIMPOKON JTOCTYITHOCTBHIO M OTHOCHUTETBHOW MPOCTOTOM BhIMONHEHUS. CymMMapHast
YyBCTBUTEIBHOCTh W CIEIU(DUYHOCTH JAHHOTO METO/A, COMIACHO HEIaBHEMY
cucTeMarrueckoMmy 003opy, coctaBuia 92,8% u 97,9% coorBercTBeHHO [256, 275,
293]. Iupokoe pacrnpocTpaHEHUE HAIILJIO MPUMEHEHHUE dKcnpecc — TectoB (Point-
of-care tests — POCT) [4, 12, 41, 293].

Eme omHuM MeTOmOM ceposioruueckoi TUarHOCTUKU 3a00JIeBaHuUs SBISIETCS
onpexaenenne DMA. HecMoTpst Ha TO, YTO YyBCTBUTEIIBHOCTD, CIEHU(PUIHOCTD U
JTUArHOCTUYECKasi IEHHOCTh JTaHHOTO METO/a SIBJISIETCS MaKCUMAaJbHOW, OH HE
ABISICTCS WJCATBHBIM JUIsI TPOBENCHUS CKPUHUHTA CpeIud HaceleHHs, T.K.
TPaKTOBKa PE3YJbTATOB MOXKET OBITh CYOBEKTUBHOW M 3aBHUCHUT OT KBaIH(UKAIIUU
HepcoHaa, mpoBozsiiero uccienosanue [170, 207, 257].

[Mlupokoe pacmpocTpaHeHHEe B  KIMHUYECKOW TMpaKTUKE TOIYYHIIO
onpenenenue aHTu-AIIl. bonpmMHCTBO MCCIIEOBAaHUN MOATBEPKIAIOT BBICOKYIO
qyBCTBUTENBHOCTH (87,8%) u cnenuduanocts (94,1%) meToma ais TUarHOCTUKHU
[EJINaKUK, COMOCTaBUMYIO CO CHEHU(PUYHOCTRIO W  YYBCTBUTEIBHOCTHIO
onpeaenenus antu-TTI 1 DMA [53, 125, 256].

CpaBHUTEIBHAS XapAKTEPUCTHKA CEPOJIOTHYSCKUX TECTOB IMPEICTABICHA B
Tabnune 1.

ITone3HpIM CKPUHHMHTOBBIM METOJOM, coriacHo jgaHHeiM ESPGHAN,
SBIISICTCS  MOJICKYSIPHO-—TCHETUUYECKOE HCCIICIOBAHUE C IIeNBI0  BBISBICHUS

raruIoTUIIOB TpeapacionoxkeHHoctu K nemrmakun — HLA-DQ2 u HLA-DQ8. HLA-
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TUIIMPOBAHUE MPU LEIUaKUU 00JadaeT BBICOKOW YYBCTBUTENBHOCTBIO (96%), HO
HU3KOM cnerupuuHocThio (MeHee 55%), a Takke HMEEeT OTPUIATEIbHYIO
MIPOTHOCTUYECKYIO IIEHHOCTh: HAJIMYUE XapaKTEPHBIX JUJIS IEJUAKUU TarioTUIIOB
HE SBJIIETCSI OCHOBAHUEM JUIsl OKOHYATEJIbHON MOCTAaHOBKH JAMArHo3a, a yKa3blBaeT
JUIIb Ha TEHETUYECKYI0 TPEIpacloiOkKEHHOCTh K Ppa3BUTHIO 3a0oieBaHUs,
KOTOpasi MOXKET OBbITh peaJM30BaHA B TEUEHHE YKU3HU MOJ BO3ACHCTBUEM KaKHX-

aubo Tpurrepusix ¢akropos [19, 155].

Ta6nuna 1 — UapopmaTuBHOCTE ceposiorndeckux tectos [39, 293]

CepoJioruueckui YyBcTBUTENBHOCTH (%0) Cneunduanocts (%)
Mapkep

Antu-TTI 92,8 (90,3 — 94,8) 97,9 (96,4 — 98,8)

OMA 73 (61 — 83) 99,0 (98,0 — 99,0)

Anru-JAIT IgA 87,8 (85,6 — 89,9) 94,1 (92,5 — 95,5)

AT A-1gA U3MEHSETCS B ITUPOKOM U3MCHSCTCS B IITUPOKOM
nuarmasone (52-100) nuarnasone (71-100)

AT'A-1gG U3MEHSIETCS B IIUPOKOM M3MEHSETCS B IUPOKOM
nuamasone (57-100) nuarnasone (47-94)

CornmacHo ganHbiM  koHceHcyca ESPGHAN-2012, HLA-tunupoBanue
CJIeTyeT MPOBOIUTD MAIIMEHTaM C HEOMPEIeICHHBIM JUArHO30M IIeJINaK1H, JIUIIaM,
BXONSAIIMM B TPYMIbl PUCKA IO Pa3BUTHUIO 3a00JIEBaHUS, a TaKXKe MaI[MCHTaM,
KOTOpbIE Hayainu npuaepxkuBatbess bIJl 10 mnpoBemeHUs CEpoOIOTUYECKON U
Mopdomornyeckori Bepudukanuu auarmosa [11, 18, 145, 168]. Kpome Ttoro,
TEeHETUYECKOE TECTUPOBAHUE MOXKET OBITh UCIIOJIB30BAHO ISl OTOOpa MAIMEeHTOB C
1EIbI0 TUHAMHYECKOTO CEPOJIOTHYECKOTO CKpUHUHTA. B 3Ty rpynmy BXOAST JuIIa,
y KOTOPBIX BEPOATHOCTh MaHU(ECTAINH TIETHAKUU B TEUCHUE KU3HU BHIIIE, YEM B
oOIIel MOMyJsAUA: MAUeHTHl C caXxapHbIM auadbeToM | Tuma, ayTOMMMYHHBIMH
MOPKEHUSMU IIUTOBUTHOM KeJIe3bl, IEYCHU I XPOMOCOMHBIMU aHOMAJIHSIMU —
curapoM Jlayna, IllepemeBckoro—TepHepa, Bunbsimca u ap. [138, 166, 231, 232,
293]. Takum oOpa3oM, B ciydae OOHApyKeHHUs Yy TNAIMCHTOB TPYII pHCKA
rartoturioB HLA-DQ2 wimu HLA-DQS, caeayroomuM 3TanoM  AUArHOCTHKH

JOJDKHO cTarh onpeaeneHue ypoBHs aHTu-TTI kmacca IgA u oGumiero IgA B
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ceiBopoTke KpoBU. Ecnu antu-TTI He BBIsSBIEHBI, a ceNeKTUBHBIN neduuut IgA
WCKJIIOUEH, TO JUAarHo3 IeIuakuu majoBeposTeH. OjHako, 3a00JieBaHUE MOXKET
MaHH(ECTUPOBATh HECKOJBKO MO3XKE, YTO AUKTYET HEOOXOJUMOCThH PETYISIPHOTO
CEPOJIOTMYECKOro 00CIeIOBaHMS MAIMEHTOB ¢ YacToToi 1 pa3 B 2-3 roxa [18, 145].

I'eneTHueckoe TECTUPOBAHUE TAKKE SBISICTCS Ba)KHBIM JUArHOCTUYECKUM
WHCTPYMEHTOM JIJI1 CKPUHUHTA POJCTBEHHUKOB TEPBOM CTEMEHU POJACTBA
MAIMCHTOB C IEJIMAKWEN C 1ENbI0 BBISIBICHUS TEX, KOMY MOTpeOyeTcs MpOBECTH
CEpOJIOTUYECKUIN CKPUHUHT. PS0M HcclenoBaHUN MPOJEMOHCTPUPOBAHO, YTO Y
20% cubcoB u 6% poauTeNed MAIMEHTOB C leJMaKued, HMEINX
MOJIOXKUTEJIBHBIE PE3yIbTaThl T€HETUUYECKOTO TECTUPOBAHUA, ObLIa yCTaHOBJICHA
nenuakus [108, 155, 167, 254, 271].

Takum 00pa3oM, coriacHO COBPEMEHHBIM KOHCEHCycam skcrneptoB, HLA-
TUTIUPOBAHUE HE SBIACTCS PYTUHHBIM METOJOM [l TIEPBUYHOTO CKPUHUHTA
IeJUaKiui, HO MOJXET JOTOJHUTh JIMarHOCTUYECKUM TOUCK 3a00JeBaHUS B
OTACJIbHBIX KIMHUYECKUX CUTYAIUSX M CPEld MalMeHTOB T'PYII BBICOKOTO PUCKA
manupecranuu nenuakud. OJHAKO, B CBS3M C HHU3KOW CHEUU(DUYHOCTHIO H
BBICOKOM CTOMMOCTBIO JIaHHBI METOJ JUAarHOCTUKHM HE HMEET IIHUPOKOTO
IpUMEHEHUs B KJIMHUYECKOM mpaktuke [18, 41].

OpHuM #3 KIIIOYEBBIX METOAOB JUATHOCTHKU IEIHAKUU  SIBISETCS
npoeneane DOIJIC ¢ mocnenyromuM MOPGOIOTHISCKUM  HCCIIEIOBAHUEM
owmonratoB COTK. DnHaockomuyeckue MW3MEHEHUS TIPU  IEIMAKUM  HOCST
Hecrienuduueckuii  xapakrep.  [IOBBICUTH ~ JUArHOCTHYECKYH0  IIEHHOCTH
SHAOCKOMUYECKOW  BepuUpUKAUKA  I[EIUAKUU  TO3BOJIMIO  BHEJAPECHHE B
KIIMHAYECKYI0 TPAKTHKYy COBPEMEHHBIX JHJIOCKOIOB, OOJaJaloIMUX BBICOKOH
paspelniampiieil CnocoOHOCThIO, a TAKKE AKTUBHOE MCIOJIb30BaHUE UMMEPCUOHHON
texHuku Buzyanuzanuu BopcuHok COTK. Kpome Toro, ompeneneHHoe MecTto B
IUAarHOCTUKe  3a0oieBaHUs  3aHUMAET  BUJICOKAICYJAbHAs  SHJOCKOIMS,
MO3BOJISTIONIAS  BBISABISATH TMATOJIOTHYECKHE OOpa3oBaHWS B TOHKOW KHINKE |
DIyOMHY TIopaskeHus cim3uctoit [18, 24, 171, 251].

Heorpremnemoii 49acThl0 JAMArHOCTUKUA  SABISETCS  MOP(OIOTHYECKOE



41

uccienoanue OuontatoB COTK ¢ wnenpio BBISABIEHUS XapaKTEPHBIX IS
3a00J€BaHUs THUCTOJOTMUYECKUX TMPU3HAKOB. [HCTOIOTHYECKHWEe H3MEHEHHS MpHU
nenuakum xapakrepusyrorcs arpodueid Bopcun COTK, yrnyOrneHreM KUIIEYHBIX
KPUIIT, U3MEHEHHEM COOTHOLIEHUS BOPCHHA/KpUNTa (COOTHOUIEHHME MeHee 2:1
SBIISIETCS.  JIOCTOBEPHBIM  MPU3HAKOM  aTpouu),  yBEIMYCHUEM  YHCIIA
MEXOIUTENUABHBIX JUMQPOIUTOB, a Takke JUMGPOIUTAPHON HHPUIBTpAIUEH
coOcTBeHHOM TutacTUHKU cimsuctoi [39, 115, 141]. Oxgnako, clieayeT y4uThIBaTh,
4TO aTpouyecKue M3MEHEHUs] BOPCHUH TOHKOW KHUIIIKM MOTYT HAOJMIOIAThCS MPHU
1ejaoM psijie 3a0osieBaHUM (racTpOMHTECTHHAIbHASA (opMa MUIIEBON aJlJIEPTHH,
AyTOMMMYHHBIE JHTEpOnmaTUu U T.J.). [lodTOMy J1aHHBIE, TOJYYEHHbIE MpU
IIPOBEICHUU THCTOJIOTUUECKOTO MCCIICIOBAHMS, JIOHKHBI OIEHUBATHCS TOJBKO B
KOMIUICKCE C KIMHUYCCKUMU TMPOSIBICHUSMH, PE3yJabTaTaMU CEPOJOTHYECKUX U
reHEeTHYECKUX METOJ0B HccaenoBanus [4, 41].

CragmitHocTh arpoduueckoro mporecca B COTK omucana B 1992 rony
M.N. Marsh. CornacHo kinaccuduKaiuu, MPUHATO BBIIEIATH 3 TUTIA MOBPEXKICHUS
COTK: 1 tun (Marsh 1) — «unbuasrpatuBHbeiii»y, 2 tun (Marsh 2) —
«runepriactuyeckuiiy w3 tun  (Marsh  3) —  «IeCTpyKTUBHBI» WIH
«arpodpuueckuity. B 1999 rogy Oberhuber momudummpoBan panee TpHHATYIO
KJIaccu(UKAIHMIO, yKa3aB Ha HEOOXOINMMOCTH OIPEAENICHUS MEKIMUTEITHAIbHBIX
nuMdonuToB B nepecuere Ha 100 3MUTENTHANTBHBIX KJICTOK M BBIASIWI 3 CTEIIEHU
arpoduueckux usmenenuii (A, B, C). [4, 41, 202, 275].

[TonBoas mtornm miaBel 1, ciegyeT MOMYEPKHYTh, UYTO LIEIHAKUS SBISIETCS
CUCTEMHBIM T€HETUYECKH JIETEPMUHUPOBAHHBIM ayTOMMMYHHBIM 3a00JICBaHHEM, B
OCHOBE KOTOPOTO JIEKAT CJIOXKHbIE MAaTOr€HETUYECKUE MEXAHU3MBbI, TPUBOISIINE K
BOBJICUCHHIO B MATOJIOTMYECKUI MPOLIECC BCEX OPraHOB U CUCTEM OPraHu3Ma, 4To
B KOHEYHOM wurore ¢GopMHUpPYeT TOIUMOPPHYIO KIMHHYECKYI0 KapTUHY
3a005IeBaHMs C MIMPOKUM CIIEKTPOM KaK TaCTPOMHTECTUHAIBLHON CHUMITTOMATHKH,
TaK U BHEKHUIIEYHbIX MPOosiBJIeHUN. Ha ceronHsmHuil 1eHb He BhI3bIBAET COMHEHUS
dakT MMUPOKON PaCHPOCTPAHEHHOCTH LIEJIMAKUUA CPElUd NpelcTaBUTEeIeH

Pa3JIMYHBIX OTHHYCCKHX TPYII, IIPpH 3TOM 3a00JICBAHUE MOMXKET BIICPBLIC
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MaHHU(]eCTUPOBaTh B JIFOOOM BO3pacTe.

KauecTBeHHBIN TPOPBHIB B AUArHOCTUKE LIEUAKUH, POU3O0LIECAIINNA B MUPE
34  TOCHENHME  JABa  JACCATWICTHS,  SBISAETCS  OTPAXKEHUEM  BBICOKOMU
HAaCTOPOKEHHOCTH  Bpa4e€dl  Pa3Iu4HBIX  CIEIUAJIBHOCTEH B  OTHOIICHUU
3a0oneBanus. PacimiupeHne IHAarHOCTMYECKUX BO3MOXHOCTEHM, BHEIpPEHUE B
KIIMHUKO-TA00pAaTOPHYIO PAKTUKY COBPEMEHHBIX CEPOIOTMYECKUX, MOJIEKYISIPHO-
FEHETUYECKUX W HMHCTPYMEHTAJIBHBIX METOAOB HCCIEIOBAaHUS, IO3BOJSET
OCYILECTBIISATh LEJCHANPABICHHbBIN CKPUHUHT CPEAW TPYII MalMEHTOB BBICOKOTO
pHUCKa, a TaK)Ke CIIOCOOCTBYET paHHEW TUArHOCTHKE 3a00JIeBaHUS, YTO MO3BOJISET
CHMUKaTb PHUCKU paA3BUTHS OCJIOKHEHUH M, B KOHEYHOM HWTOre, YIydllaTh

MPOAOJIZKUTCIIBHOCTDb U KAa4CCTBO KHU3HU ITAITUCHTOB.
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IJTABA 2. MATEPUAJI U METOIAbI NCCJIEJ1OBAHUSA

JluccepTrallMOHHOE KCCIEI0BAaHUE BBIMOJIHEHO Ha 0a3e KpaeBOro JIETCKOro
ractposHTteponornueckoro  oraenenus I'bY3 CK  «Jlerckas  ropoxckas
kuHuueckas oonpHuna uM. K. ®umumnmckoro» (r. CTaBpormosns).

[Iporokon u pAu3ailH uccienoBaHus On00peHbl JIOKadbHBIM ASTHYECKUM
koMuTeTOM CTaBpOIMOJILCKOTO TOCYAapPCTBEHHOTO METUIIMHCKOTO YHUBEPCUTETA.

[IpoBenen aHamuM3 MEAUIIMHCKON JOKYMEHTAIlMU OOJIbHBIX C BIIEPBHIC
YCTAHOBJICHHBIM JIUAaTHO30M «II€JIMAKHUs», HAXOJAUBIIMUXCS HAa CTallMOHAPHOM
JICYEHUH B KPA€BOM JETCKOM ractposnteponornueckom otaenenuu JI'Kb um. I'K.
®ununmnckoro 3a nepuoa ¢ 1996 no 2022 rojel.

Jlnarnos «ienuakus» BCeM 00CIIeI0BaHHBIM MaIlMeHTaM ObLJT yCTAaHOBJICH Ha
OCHOBAaHHUU KIMHUYECKUX, CEPOJOTHYECKUX M MOP(OJOTUUECKUX KPUTECPUECB
ESPGHAN (1990, 2012, 2019).

[Ipy mepBUYHOM OOpalIeHUU 3aKOHHBIMU TPEICTABUTEISIMUA TAI[UEHTOB
MOJITUCHIBAIIOCH JTO0OPOBOJIbBHOE HH(GOPMUPOBAHHOE COIJIACME HA TMPOBEACHHUE
JTUATHOCTUYECKUX UCCIIEOBAHUN U JTe€UeOHBIX MAaHUTTYIISIIUH.

[Ipu mocTyniaeHun B OTACICHHE MPOBOIUIICS OCMOTP KaKJIOTO MallMEHTa,
BKJIFOUAROIITUH cOOp ka0l ¥ aHaMHe3a, OObEKTUBHBIA OCMOTP C HCIIOIb30BaHHEM
najbHaly, MepKyCcCuu, ayCKylbTallid, a TaKKe OIeHKa (PU3UYECKOTO Pa3BUTHS U
AHTPOIIOMETPUUECKUX ITapaMETPOB.

B TeueHue mnepBoil HeOEnM HAXOXKICHUS B CTAMOHAPE BCEM MalleHTaM
MIPOBOAMIICA CTAHIAPTHBINA CIEKTP JTA0OOPATOPHBIX U MHCTPYMEHTAIBHBIX METO/IOB
uccnenoBanuii, Bkiatodas OOIJIC c¢ Bistmem Omonrara COTK. JlaboparopHoe
oOcrnieloBaHrEe BBIMONHUIOCHh Ha 0a3e KIMHUKO-ITHAarHOCTHUYECKOW JiabopaTopuu
I'bY3 CK «JII'Kb wum. TI'K. ®wumumnmckoro», otaeneHus adopaTopHOn
nuarHoctukn AHMO «CraBpononbCKuil KpaeBo KIMHUYECKUI KOHCYJIBTaTUBHO-
nuarHoctuyeckuit neHtp», OO0 «HezaBucumas nadoparopuss UTHBUTPO», OO0
«Jlaboparopust I'emorect». ['ncronornueckoe uccienoanue 6uontatoB COTK c

natoMop(OIOTUUECKON  OLEHKOW CTeNeHW arpopuu  KUIIEYHBIX BOPCUH
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MPOBOAMIIOCH Ha Oa3e maronoroanaromuueckoro otaenenus I'bY3 CK «l'oponckas
KJIMHAYECKasi OOMbHUIIA CKOPOI MeAUIIMHCKON oMoty (r. CTaBpoIos).
[lonyyenHsle npH O0OCIECAOBAHMM MALKUEHTOB JAaHHbIE BHOCWIHCH B
CHELMAIbHO  pa3pa0OoTaHHble  JUIsl  JUCCEPTALlMOHHOIO  MCCIEIOBaHMS
WHJVBHUYaJIbHbIE KAPThl, HA OCHOBAHUU KOTOPBIX POU3BOAWICS CTATUCTUUYECKUI

aHaJIU3 U CUHTE3 UH(POpMALUH.

2.1. Bo3pacTHO-110;10Basi XapaKTePUCTHKA O0JIbHBIX C HeJTHAKUEH

B uccnenosanue BrmtoueHo 323 manueHTa B Bo3pacTe OT 8 mecsieB 10 18
netr (cpegnuit Bo3pacT 4,8+0,2 seT) ¢ BHOEpPBBIC BBHISBIECHHBIM JUATHO30M
«IIETTUAKH.

Ha mepBoM rony »*u3Hu quarHo3 ycraHosiieH y 15 (4,6%) nereit, B Bo3pacte
or 1 roga 1o 3 nmet — y 138 (42,7%), B nouikonbsHOM Bo3pacte —y 100 (30,9%), B
mitaameM tmkoiasHOM — y 39 (12,1%), B moapoctkoBoM — y 31 (9,7%). Cpenu
o0ce1oBaHHbIX ManueHToB 06110 158 (48,9%) manbunka u 165 (51,1%) meBouek.

Bo3zpactHo — nmonoBas cTpykTypa OONBHBIX IIpeCTaBIeHa B Tabaue 2.

Tabnuna 2 — Bo3pacTHO-T10710Basi CTPYKTypa 00CIeI0BaHHbIX MAIMEHTOB

Bo3pact Maabunkn, N =158 | JleBouku, N = 165 | Becero, n = 323
1o 1 rona 6 (3,8%) 9 (5,5%) 15 (4,6%)

1-3 net 66 (41,8%) 72 (43,6%) 138 (42,7%)
3-7 ner 52 (32,9%) 48 (29,1%) 100 (30,9%)
7-11 net 13 (8,2%) 26 (15,7%) 39 (12,1%)
12-18 ner 21 (13,3%) 10 (6,1%) 31 (9,7%)

Takum oOpa3oM, Ha EPBOM TOJy KM3HHU, B BO3PACTHOM IPOMEKYTKE OT 1 110
3 J5eT, a TaKKe B MIIQJIIEM IIKOJbHOM BO3pACTE LEIUAKUS HECKOJBKO Yalle
BBIABIISICTCS Y JEBOYEK, YEM Yy MAaJIbuUKOB. B TO e BpeMs B MOAPOCTKOBOM

BO3paCTC JAaHHOC COOTHOIICHUC N3MCHACTCA B CTOPOHY MYIKCKOI'O I10JIA.
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VY 134 u3 323 pereit ¢ uenuakueid BbimoiaHeHo HLA — tunupoBanue. B

JTaHHOM Trpymre nanueHToB 06110 55 (41,0%) ManbunkoB u 79 (59,0%) aeBouexk.

2.2. JlabopaTOpHO—HMHCTPYMEHTAJIbHbIE METOAbI JIMATHOCTHKH

neJITHakum

BceMm manmeHTaM BbINONTHEH OOIIMM aHAIW3 KPOBH, OOIIUMN aHalIU3 MOYH,
KOTIPOJIOTUYECKOE UCCIICIOBAHUE.

Ceponoruueckrue METoJbl TUarHOCTUKHU (OMpeeseHne B ChIBOPOTKE KPOBU
autu-TTD IgA, 1gG, ODMA IgA, 1gG, ATA IgA, 1gG) Bemonusnucs B AHMO
«CTaBpONOJILCKUI KpPAaeBOM KIMHUYECKUN KOHCYJIBTATUBHO-AUATHOCTUYECKUM
nentp», OO0 «HeszaBucumas naboparopus MHBUTPO», OO0 «Jlabopatopus
I'emoTecT». OneHka 1a00paTopHBIX IMOKa3aTesie MpOBOAMIACE KOJUYECTBEHHBIM
METOJIOM, 4YTO CIIOCOOCTBOBAJIO TOBBIIICHUIO JIOCTOBEPHOCTH MOJYyUYCHHBIX
pEe3YJIBTaTOB, CHIKAS JIOJIO JIOKHOOTPULIATEIBHBIX W JIOKHOMOJOXKHUTEIIBHBIX
3HAUYCHUMU.

Onenka ypoBueit autu-TTI (IgA, 1gG) nmpoogunace meronom MDA mipu
oMot HabopoB dupmel «Bektop-bect» (HoBocubupck, Poccus) mo 2013 rona.
C 2013 roma ceposioTUYECKOE HCCIEAOBAHHME C IIEJIbIO BBIABICHUS AHTUTEN K
TKaHEeBOH TPaHCIIIyTaMHHA3€ MPOBOIUIOCH MPH TOMOIIM HabopoB «Euroimmuney
(I'epmanus), B KOTOPBIX  HCIOJIb30BAJIACh  4YEJOBEUYECKas  TKaHEBas
TpaHCTIIyTaMHHa3a, PUKCHPOBAHHAS HA TUIAIIKAX; TTPU 3TOM B Ka4€CTBE KOHBIOTaTa
UCIIONIb30BANIMCh Kponudbu aHtutena K 1gG wmmm IQA yenoBeka ¢ MeTKOU
MEPOKCU/Ia3bl XPEHA.

Omnpenenenne OMA xnaccoB IgA, 1gG mpoBoauiIoCch METOIOM HETPSIMOM
PU® ¢ nomompio pearentoB IMMCO Diagnostics (CIIIA) 1 TIOMHHHCIIEHTHOTO
mukpockonia Olympus CH 30. B xauectBe cyOcTpara nisi TNpPOBEACHHS
MCCJICIOBAHUS MCTIONBH30BAIMCH 00pa3Ibl TTIaAKOMBIIICYHBIX TKAaHEH MHUCTAIBHOTO
oThena MWINEeBoJa  NOpumara.  BbisiBIeHHEe  aHTUTEN,  CBSI3aBUIUMXCS  C

OHAOMHU3HAJIbHBIMHA 000JI0YKaMH BOJIOKOH FJIaI[KOMI)IHIGIIHOfI TKaHH,
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OCYILECTBISUIOCh KOHBIOIaTOM, B Ka4€CTBE KOTOPOIO MCIOJb30BAJIUCh MEUEHHBIE
(IIOOpECEHTHON METKOM aHTHUTeNa K MMMYHOIIOOYIWHaMm desoBeka. OueHka
pe3yabprara MNpOBOAMJIACH BHU3YAJIbHO 4Yepe3 OOBEKTUB  (IHOOPECIEHTHOTO
MHKpPOCKOIIA BBICOKOTO pa3pelieHus. Pe3ynbratoM ucciaeqoBaHUs —SBIAIOCH
BBISIBJICHUE TUTPA, YKA3bIBAIOIIETO HA MAKCUMaJIbHOE pa3Be/leHre MPoObl, Jarolee
MOJIOKUTENIbHBIN PE3YNbTaT IPU CEPUMHBIX Pa3BEACHUSIX.

AT'A xnaccoB IgA, 1gG B ChIBOpPOTKE KPOBU OMNPENESIUCH MPU MTOMOIIH
NDA tBepnodasznoro ananmsa ELISA (Enzyme-linked immunosorbent assay).
OneHka pe3yabrara UCCe0BaHUs OCYIIECTRISIACH CIEKTPO(HOTOMETPUUECKH.

I'enetnueckoe wuccnenoBanre (HLA-TunupoBaHue) C UENbIO BBISIBICHUS
ajuiesie  mpeapacnoiokeHHOCTH K nenmakuu  DQ2/DQ8  ocymiecTBisioch
metonom [ILP B pexxume peanbHOro BpeMeHU Ha 0a3ax OTAeeHUs J1abopaTopHOI
quarHoctukn AHMO «CraBponoiabCKuil KpaeBol KIMHUYECKUM KOHCYJIBTaTUBHO-
nuarnoctudeckuit neHTp», OO0 «HezaBucumas nadoparopuss UTHBUTPO», OO0
«JlabGopatopust I'emorect». MHTepripeTausi MOJYy4YeHHBIX JTaHHBIX MPOBOAMIACH
Bpayamu - ractposntepoioramu ['bBY3 CK «/JII'Kb um. I'K. ®ununnckoro» u
reHeTukamu . CTaBpormnons.

OrneHka COCTOSTHUSL CIM3UCTONW OOOJIOUKM BEPXHUX OTIEJIOB KEIYJOYHO-
KHUILIEYHOTO TpakTa (MHILEBOJ, JKEIYIOK), [BEHAALATUIEPCTHON KUIIKH U
HavYaJIbHOI'O OTIEJa TOMIEW KHUIIKHA npoBoawiack npu nomouu DIIJIC
sHpockoroM  upmer  «Olympusy, Snonms. IlpoBemeHuwe  uUCCIIeAOBaHUS
ocymiecTBIsuIoch A.M.H. KamaukoBeim B.C. B 3HI0CKONTMYECKOM KaOnWHETe Ha 0ase
I'bY3 CK «II'Kb um. I'K. ®unumnmckoro» Bcem 00CIenyeMbIM MaliEHTaM T0CIIe
MOJIYYCHHs] ~ THCHBMEHHOTO  JTOOPOBOJNBHOTO  COTJIAacCMsi ~ HMX  3aKOHHBIX
MpeACTaBUTENICH, B YTPEHHHE Yachl, HATOIIAK, 0€3 celalli U TPeMEANKALIUH.

Jlns npoBeneHus: MOp(OIOTHYECKOTO HWCCIENOBAaHUSA TMPU  BBINOJIHEHUU
OOIJIC ocymecTBmsuics 3a6op or 1 mo 5 (parMeHTOB CAU3HUCTON 000T0YKU
HAYaJIbHOTO OTJeNa TOIIeH KuIku (3a CBs3KoM Tpeina) w/wiam AUCTaIbHOTO
oTJieNia ABCHAAIATUIIEPCTHOW KUITKH. [lomydeHHbIi OMOTICHHBIN MaTepua mocie

HU3BJICYCHHNA HN3 KaHaJla OJSHAOCKOIIa IIOMCIIAJICA B CTCpHHBHBIﬁ (1)J'IaKOH,
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HATOJHCHHBIN QukcupyrommuM pactBopoM (10% pactBop dopmanbaerumia).
[IponuTeiBaHKE OMoONTaTa W 3ajJuBKa 00pa3loB Mapa)MHOM MPOU3BOANIACH IO
cTaHgapTHOM  Mertomuke. I'mcromormueckas onenka npenapatoB  COTK
MIPOBOMIIACH KBJIU(UIIMPOBAHHBIMU naToMopdonoramu
naronoroanaromuueckoro oraenenns I'bBY3 CK  «lopoackas KiIMHHYECKas
OonbHUIIA CKOpOW MeaunuHCcKoW nomoum» T CraBpononsa. CraauiHOCTb
arpoduueckoro nporecca B COTK, xapaktepHasi 1 LeMaKuu, OIICHUBAJIACh B
cooTBeTcTBUM ¢ Kiaccupukanuerdn Marsh-Oberhuber, npu 5TOoM OCHOBHBIMU
MOP(]OTOrHYECKUMH  KPUTEPUSIMHU  SIBISVIUCh YKOPOUEHUE KHUIIEYHBIX BOPCHH,
runeprpopuueckie W TUINEPIUIACTHYECKHE HW3MEHEHMSI KHUIIEUHBIX KPHIIT,
U3MEHEHUE COOTHOIIEHUS BOpCHHA/KpUINTA, yBEJIMUEHUE qucia
MEXIMUTENUATBHBIX JTUMQPOIMTOB, a Takke JuM@ouuTapHas HWHOUIBTpALIHS

COOCTBEHHOH IUIACTUHKH CIM3UCTOM.

2.3. MeToabl aHTPONOMETPHYECKOTr0 00cJ/IeJ0BaAHUSA 1eTeil

Bcem nmammeHtam  mpoBEAEHO  aHTPONOMETpPUYECKOE  00CIiieOBaHME.
N3mepenue amHbl Tena y AeTel crapiie 1 roga npoBOAWIOCH C UCIOIb30BAHUEM
BEPTUKAIBHOTO pocToMepa. PeGeHok BcTaBall MpsMo, OMYCTUB PYKHU IO IIBaM Ha
HIKHIOW (DUKCHUPOBAaHHYIO TIaTGOpMy pocToMepa CIHUHOM K IIKale, Kacasch ee
MSITKAMU, KPECTIIOM, MEKJIOMAaTOYHOM 00JacThIO U 3aThUIKOM. [logBuKHAs TUTaHKa
pocTomMepa oImyckanach 0e3 HaJaBIMBaHHUS K TOJIOBE pEOCHKA, IMOCJE YEero Io
HIKHEMY Kpalo TUIaHKU (DUKCHPOBAJCS IMOKa3areidb pocTa B caHTUMeTpax. Jlms
OLICHKH JUIMHBI TeJa JETEH MEPBOro rojla *KU3HU MCIOJIb30BAJICS TOPU30HTAIbHbBIN
pocromep. MccnenoBanue npoBOAMIOCH B TOPU30HTAIBHOM ITOJIOKEHUH, IPA ITOM
rojoBa peOcHka OblIa MpUKara K HEMOJBHMXKHOM IJIaHKE, HOTH BBINPSMIICHBI B
KOJICHHBIX U Ta300elpeHHbIX cycTaBaX. OlleHKa JJIMHBI Tella TPOBOAMIACH MOCTE
MpUXKATUS TOABUAKHOM IJIAHKK POCTOMEpa K mopaomBaM pebdeHka. OmnpeneneHue
Macchl Tejaa OOCHeoyeMbIX MalMeHTOB MPOBOAWIOCH C HCHOJIB30BAHUEM

CTaHAapTU3NPOBAaHHBIX MCANIIMHCKUX BCCOB.
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Onenka  nokasareneil  (U3MYECKOTO  pa3BUTHUSA

IIPOBOAUTCS

C

ucnoip3oBanreM nporpamMm BO3 Anthro m BO3 AnthroPlus, pa3merieHHbIX B

cBOOOIHOM JocTyne B ceth HMHTepHeT Ha o¢uuuanbHOM caiite BcemupHoii

Opranuzanyu  3ApaBOOXPAHEHUS M NPENHA3HAYEHHBIX ISl  JTMHAMUYECKOTO

MOHUTOPHUHTA (DU3NYECKOTO PAa3BUTHS JE€TeH. Y BCEX MAlMEHTOB, BKIIOYEHHBIX B

HCCIICAOBAHUC, PACCUUTBIBAJIOCH OTKIIOHCHHUC JJIMHBI TCJIa OTHOCHUTCIIBHO BO3pacTa

(SDS muHBI Tena), Macchl TeJla OTHOCUTENIbHO JUIHHBI Tena (SDS maccel Tena) u

CTaHJapTHOE OTKJIOHEHHE MHJekca Macchl Tena (SDS MMT). [lokazarenu ajiuHbI

Tesa, Haxofsumecs B quana3one 3HadyeHuit + 1,0 SDS, orneHuBanuch kKak BapuaHT

HOpMBI, OT -1,0 SDS 5o -2,0 SDS — kak 3anepxka pocta, KPpUTEPUEM TUATHOCTUKHU

COMATOI'CHHOI'O HaHMU3Ma SABJISJIOCH OTKIIOHCHUC POCTOBBIX MOKa3arejcH oOeliee 4yeM

Ha -2,0 SDS. B tabnure 3 npencrarieH o0t 00beM HCCIIeI0BaHUM.

Tabauma 3 — OOmumii 00beM UcCIIEIOBAHUI

IIpoBeaéHHbIC HCCICTOBAHUS KoanuecTBo
Kinnauko-anaMHecTHYECKas OLIEHKA 323
AHTpOTIOMETpUYECKOE 00CIIeOBaHNUE:

- OTIpejiesICHUE JUTMHBI Tejla 323
- OIIpeJIeIICHUE MaCChl TeJa 323
OO6muit aHaM3 KPOBU 323
broxuMmudeckoe uccienoBaHue KPOBU 323
Ceponorrnyeckasi JUarHOCTHKA (CbIBOPOTKA KPOBH):

- onipeaenenue antu — TTT IgA, 19G 182
- onpeneneaue DMA IgA, 1gG 93
- onpenencuue AI'A IgA, 19G 182
OOI'JIC ¢ omoncueit COTK 323
Mopdonoruyeckoe uccienoanrne COTK 323
HLA-tunupoBaHue ajiesei npepacrnoioKeHHOCTH K HETUaKUU 134
Bceero 2716

2.4. CtaTucTHYecKne MeToabl HCCJIe0BAHNS

Craructuyeckas 06pa60TKa N aHaJIM3 [O4aHHBbIX, IIOJYYCHHBIX B XOIC

AUCCCPTAIMOHHOI'O HCCIICOO0BaHMA, IIPpOBOAUINCH Inpu IIOMOIITHN Imaxkera
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KOMIIBIOTePHBIX Tporpamm Attestat, Statistica 10.0, Microsoft Excel 2016 c

HCIIOJIb30BAHUEM MMAPAMETPUUYECKUX U HEMAapaMEeTPHUUECKUX METO/IOB.

OnucarenbHasl CTAaTUCTHKA BKJIIOYAJa pacyeT cpeaHero 3HayeHus (M) =+
CTaHIapPTHOM omuOKu cpeanero (M), meauansl (Me) u 1-ro u 3-ro kBapTiis [1Q u
3Q].

[IpoBenena mpoBepka BCEX MapaMETPUUYECKUX IOKa3aTeliel Ha MpeamMeT
HOpPMAJIbHOCTH pachpeeneHuss npu3HakoB. [Ipy HopMaiibHOM pacnpeneneHuu
JOCTOBEPHOCTh ~ pa3IMUMi  OIlEHMBAjach C MCIOJb30BaHUWEM l-kputepus
Creronenta. B ciydae HEHOpPMalbHOTO pacrpelnesieHusT IMapaMeTPUUYEeCKUX
nokazaTesiel oleHka npoBojauiack npu nomomu U-kputepus ManHa-YuUTHH U

KpUTepusi  YMWIKOKCOHA. JlOCTOBEpHOCTh  pa3iIMuMil  HEmapaMeTpUUYECKUX

2
MoKa3aresield pacCYUThIBAIACH 110 KPUTEPHIO )

JUIs.  BBISBICHHSI B3aMMOCBSI3H  MEXKJIY HCCICAYEMBIMH  TPH3HAKAMMU
UCITIOJIB30BaNuCh kod(ddunuent xkoppemsiiuu [lupcona () u  koddduiueHt
paHroBou koppessanuu Kennanna.

Paznuuust Mexnay mpu3HAKaMU CUUTAIUCh CTAaTUCTUYECKH JTOCTOBEPHBIMU

npu p<0,05.
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IJTABA 3. 3ABOJIEBAEMOCTDb 1 PACITPOCTPAHEHHOCTD

IEJIMAKAU B TETCKOW MOMYJISIIIANA CTABPOIIOJILCKOTO KPAS:
JTMHAMMKA 3A 25 JIET (1996 - 2020 I'T.)

3.1.  DJpoaonuss JIMATHOCTMKHM  LEeJHAKHH HA  TePPUTOPHHU

CraBpononbckoro kpas 3a nepuoa ¢ 1996 mo 2020 roasi

[Ipoananu3upoBansl  uctopuu  Oonesnu 323  jgered ¢ BIEPBbBIC
JIMarHOCTUPOBAHHOM IleNTMakuel B Bo3pacte oT 8§ MmecsieB a0 18 ner (cpeanuit
BO3pacT Ha MOMEHT Bepudukanuu auarfosa cocrtabuwn 4,8 =+ 0,2 ner),
HAXOJMBIIUXCS HAa CTAI[MOHAPHOM JICUCHHH B KPAa€BOM T'aCTPOIHTEPOJIOTHYECKOM
ornenennu I'BY3 CK «I'JIKb um. I''K. ®ununnckoro» r. CTaBpomnoiib 3a Nepruos ¢
1995 mo 2020 roxmpl. Bcem marueHTaMm IMAarHo3 «Ieduakus» ObLT YCTAaHOBJIEH B
COOTBETCTBUM C KIUHUYECKUMH, CEPOJIOTHUYECKUMH U MOPQOIOTHICCKUMU
kputepusmu ESPGHAN (1990, 2012, 2019 )

Bepuduxamus quartosa nenuakuu B CTaBpOMOIBLCKOM Kpae Ha MPOTSKEHUU
aHAJIM3UPYEMOTO MPOMEKYTKA BPEMEHU NPETEpIesia 3HAYUTEIbHBIE H3MEHEHUS
Onarogaps MOBBIIICHUIO KAYECTBA 3HAHUHM O MIPHUPOJIEe 3a00IEBaHUSI U BHEAPEHUIO B
KJIMHUKO-TA00paTOPHYI0  MPAKTUKYy  COBPEMEHHBIX  CEPOJIOTHYECKUX U
MOJIEKYISIPHO-TEHETUYECKUX METOJ0B HCCJEAOBAHUS, YTO 3aKOHOMEPHO HAIIO
OTpPa)KEHUE B SMUAEMHUOJIOTHYECKOM MTPOLIECCE LETUAKHUH.

B nepuoa ¢ 1996 no 2003 roasl KIt04EBYIO POIb B BepU(DHUKAIINY 1IETHAKUH
urpajia XapakTepHas KIMHUYECKas KapTHHAa U MOPQOJOTUYECKUE HW3MECHECHHS
BopcuH COTK. Takum o0pa3om, Npu HAIMYUK Yy TAIMEHTa XapaKTEePHBIX
TaCTPOMHTECTUHATIBHBIX ~ TPOSIBICHUHN, OOYCIOBICHHBIX  MPOTPECCHPYIONTUM
CUHAPOMOM MajbabcopOmmu (pa3KWKEHHBI CTy1l OOJBIIMM O00BEMOM C
MPUMECHI0 HEMIEPEBAPECHHBIX ()PArMEHTOB IMHIIM, CTEATOPEs, YBEIMUCHUE KUBOTA
B 00bEME W €T0 B3IyTHE, PEIUANBUPYIONINE a0JOMUHAILHBIC OOIH, BHIpAKCHHAS
3a/iep’KKa TEMIIOB (PU3UUYECKOTO pPa3BUTUSI U MPU3HAKU OEITKOBO-IHEPreTUYECKOU

HeI[OCTaTO‘-IHOCTI/I), BBIABJICHHUN B3aMMOCBA3M MCKAY BO3HUKHOBCHHCM JaHHBIX
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CUMIITOMOB M BBEACHUEM B MHILY HPOAYKTOB, COACPXKAIIMX INIOTEH, a TaKkKe
OOHapyXEHUEM XapaKTEPHbIX THCTOJIOIMYECKUX HW3MEHEHU apXUTEKTOHUKU
BopcuH COTK mo3BOJISIIO MOCTAaBUTh JUATHO3 «IIETUAKUS.

2004 rox B CTaBpOIOJIBCKOM Kpae 03HAMEHOBAJICS BHEAPEHUEM B aJTOPUTM
JUArHOCTUKH LEIHAKUU CEPOJIOTUYECKUX METOIOB HCCIEAOBAHMS, BKIIOYAIOIIUX B
ce0s onpenenenue AI'A-IgA u AT'A-IgG, Onaronaps ueMy yaanoch KadyeCTBEHHO
MOBBICUTh BBISIBJICHUE IICJIMAKUM U BEPUPUIIUPOBATH MAJOCUMIITOMHBIE U
cyoknuHu4eckue Gopmbl 3a00J€BaHUs, IJIi €CTECTBEHHOTO TEUEHHS] KOTOPBIX HE
XapaKTepHO HaJIMYMe TUIHMYHBIX TaCTPOMHTECTUHAIBHBIX MposBiIeHul. braronaps
pacHIMpEeHHI0 CHeKkTpa JaboparopHOM JMArHOCTUKKA 32 CYET AKTUBHOIO
UCIIOJb30BAaHUS CEPOJIOTMYECKUX METO0B BepU(PHUKAIMU 1ETUaKUU, TOSBUIACH
BO3MOXKHOCTb ~OCYIIECTBJIEHUSI CKpUHUHTa Yy JeTed paHHEro Bo3pacra ¢
NpU3HAKaMU OTCTaBaHHUS B (DU3UYECKOM PA3BUTUH, JIEePUIIMTOM Macchl Tena.
Takum 00pa3oM, BKJIIOUEHHE B aJITOPUTM JUATHOCTHKU LIETUAKHH OIpEAeIICHUS
YPOBHSI aHTUIVIMAIMHOBBIX AHTUTEN COMPOBOXKIAIOCH CHI)KEHHEM BO3pacTa
NEPBUYHON TMAarHOCTUKM 3a00JIEBaHMSI U CIOCOOCTBOBAJIO paHHEW BepUUKALUU
[EJIMAKUU, TEM CaMbIM YIy4lllasi KaYeCTBO KMU3HU MAI[UEHTOB.

B 2010 rogy aiaroputM AMArHOCTUKU IIEJIHMAKUKW BHOBb MpeTEpHen sl
U3MEHEHUI 3a CYeT pACIIUPEHHUs CIEKTpa CEePOJOTHYECKOM JTUArHOCTUKHU
3a00/eBaHMs: HaApsAy C AQHTUINIMAJUHOBBIMH AHTUTENAMH B JIa0OpaTOPHYIO
npakTuky Obutn BHenpeHbsl OMA IgA, 1gG u antu-TTI IgA, 19gG. bnaromaps
BBICOKOW CHENU(PUYHOCTH W YYBCTBUTEIBHOCTH JAHHBIX CEPOJIOTHUECKUX
MapKepoB, 3HAUUTEILHO MPEBBIMIAIONINX TaKOBble xapakTepucTuku ansa ATA IgA,
IgG, mosiBUIach BO3MOXKHOCTH OCYIIECTBIICHUS IIEIEHANIPABICHHOTO CKPUHUHTA
[EJTMaKUW CPEeId TPYII TMOBBIIEHHOTO PUCKa €€ MaHU(ECTaIINH.

C 2012 roga B KIMHUKO-Ta00PaTOPHYIO IPAKTUKY Bpadeld CTaBpOMOILCKOTO
Kpasi BHEAPECH O(PUIMATHHBIA TMPOTOKOJ AUATHOCTUKH IETHAKUU, TPEIOKCHHBIN
yieHamu ESPGHAN, OCHOBHBIE PYKOBOJSIINE MPHUHIIMITBI KOTOPOTO JUKTYIOT
HEOOXOAMMOCTh BepU(UKAIIMU TUarHO3a HA OCHOBAHUM COBOKYITHOCTU KPUTEPHEB,

K  KOTOPbIM OTHOCHUTCA HaJINn4ue xap aKTepHOﬁ KJIUHUYECKOM KapTHUHBI
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3a0oseBaHus, OOYCIOBICHHON CHHIPOMOM MalibabCOpOIMU, a TaKKe HaJIUYue
ceposorndeckux MapkepoB nenuakuu (antu-TTL IgA, DMA), 3HaueHus: KOTOPBIX
MPEBBINIAIOT pedepeHCHbIE Mpeeibl. BriepBbie, CONIaCHO JaHHOMY MPOTOKONY, B
JMAarHOCTUYECKUN aJITOPUTM HapsAy C CEPOJIOTHYECKUMHU HCCIIEAOBAHUSIMH,
BKitoueHo HLA-TunupoBaHue aijenel NpeapacrolioKeHHOCTH K IEIHAKUU.
Bo3moxubsiM  Hepoctarkom anroputMa ESPGHAN 2012  gBuncst oTka3z ot
oOsi3arensHOro nposenenus ouoncun COTK ¢ nocneayomuM MOpPoaorndeckum
UCCJICIOBAaHUEM TIPU HAJIMYUHU BCEX BBIIIETICPEUUCICHHBIX KPUTEPHUEB.

C 2019 roga m 10 HaACTOSIIETO BpeMEHU BepuUKalMs IETHAKUN B
CTaBpoOIOILCKOM Kpae OCYIIECTBIsEeTCS Ha ocHOBaHuM TmpoTtokona ESPGHAN
2019, cormacHo kotopoMy mpoBenenre HLA-TunupoBaHuMsT HE  SABISETCS
00s13aTeTbHBIM 3BEHOM JMArHOCTUYECKOro mporecca. [lpu 3ToM nuarHo3 Moxer
OBITH MOATBEPKACH CIIEIUAIIUCTOM B cllydae MOBbIIeHUsT ypoBHS aHTU-TTT B 10 1
Oornee pa3 W MOJNOXKUTETLHOM THUTpe DOMA 0e3 mpoBefeHus: MOpPHOIOTUYECKOTO
uccinenoBanusi COTK nmaxe B OTCyTCTBHE KaKUX-IMOO CHUMIITOMOB 3a00JI€BaHUSI.
[IpoBenenue Ouwoncun u HLA-TUNMpOBaHMS, COIVIACHO JI@HHOMY IPOTOKOIY,
MO>KET OBITh PEKOMEHOBAHO B CIIOPHBIX TUATHOCTUYECKUX CIIydasiX.

C 2020 roma m A0 HACTOAIIETO BpeMEHHU BepUUKAIUSA ICIIHMAKUNA B
CraBpomnoiabCKOM Kpae MpoBOAUTCS Ha ocHoBaHuM mpotokona ESPGHAN 2020
(HanmMuue XapaKTepPHOW KIMHUYECKOW KapTUHBI I€IUAKUH, TTOBbIICHUH aHTu-TTT
IgA B 10 u Gosnee pa3, MOMOXKUTEIbHBIM TUTP DMA B OTAENbHON MpoOE KpOBH,
HLA-TunmupoBanue ajureieil mnpenpacrnonokeHHocTn kK nenwakuun DQ2/DQ8).
JlaHHBIN TPOTOKON TPEAyCMaTpPUBAET OTKa3 OT O00S3aTeNIBHOTO TPOBEACHUS
ouoricun COTK. B ciyyae, ecnu y manueHTa npu MpOBEIEHUN CEPOIOTUYECKOTO
oOcnemoBanus BbIsiBIeHO moBbimieHHe aHTU-TTD IgA B 10 um Oomee pas3,
HeoOxomuMo ompenenenne OMA u mposenenue HLA-TunmpoBaHus asienen
MPEAPACTIONOKEHHOCTH K menmakuu Oe3 mpoBeaeHuss Owmoncuu COTK. Ecmum
ypoBenb aHTH-TTT" IgA mpeBbitiaeT pedepeHcHble 3HaUeHUs MeHee, 4yeM B 10 pa3,

TO HEOOXOAUMO BKJIOUEHHE B Tu1aH oocienoBanusa ononcun COTK.
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3.2. OcobeHHOCTH IMUACMHUOJOTHICCKOro mponecca IumeJHaKkum B

I[eTCKOﬁ MOINyJasiliiuu CTaBpOl'[OJI])CKOFO Kpas

Ha nporsxenun nocnennux 20-25 jleT B perMOHE OTMEYAETCS YBEJINUEHHUE
3a00JIeBA€MOCTH U PACIIPOCTPAHEHHOCTHU LEIUAKUU B IETCKON MOMYIISALIMH.
Ha pucynke 3 mnoka3zaHa dYacToTa clydyaeB LEJIUMAKUU Cpenud JAeTel

CraBpononbckoro kpas 3a nepuog ¢ 1995 no 2020 rospbl.
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Puc. 3. — Yucno demeti c enepgvie ouazHocmupo8arnHou yeaiuaxuetl 8

Cmaspononvckom kpae (1996 — 2020)

AHanmu3upys NaHHbIE PUCYHKAa 3 MOXKHO 3aMETHTh, YTO OTYETIUBBIN POCT
yycia BIEpPBbIE BBISIBICHHBIX cCiiydyaeB Ienuakuu orMmedaercs ¢ 2002 ropa, 4ro,
BEPOATHO, OOBSICHSIETCA YIYYIIEHUEM KIWHUKO-Ia0OpAaTOPHON JTUAarHOCTHKHU
3a00JIeBaHMsI ¥ BHEIPEHUEM B MPAKTUKY CEPOJIOTUYECKUX METOOB BepU(DUKAIINU

JIMArHo3a.
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MakcuManbHO€ KOJIMYECTBO BIIEPBBIC BBIABICHHBIX CIIY4aeB LEJIUAKUU
orMedeHo B 2004 roay — 28 manueHToB, YTO 0OYCIOBIEHO COBEPIICHCTBOBAHHEM
anropuT™Ma JAMArHOCTUKU lenuakuu ¢ ucnoib3oBaHuem ATA-IgA u AT'A-IgG,
Onarojapsi 4yeMy MOSBWJIACH BO3MOXXHOCTH BEpU(PHUKAIIMU MaJOCUMITOMHBIX U
CKpBHITBIX (opM 3a00jeBaHUs, UYTO COMPOBOXKAAIOCH CHHIXKEHHEM BO3pacTa
JMAarHOCTUKM IeJuakuu. B nanbHelem kpuBas BepudUKAlUU JTHArHO3a UMEET
CUHYCOWJAJBHBIN XapakTep, MPU HSTOM MHUHHMMAJIbHOE KOJUYECTBO BIIEPBbIC
BBISIBJICHHBIX ciy4yaeB 3abosieBaHusi ormeueHo B 2017 u B 2019 rogy — 7 u 11
MaIlMeHTOB COOTBETCTBEHHO, a MakcumanbHoe — B 2009 rogy (22 mamueHTta), B
2012 rony (29 nmauuenTtoB) u B 2015 roxy (22 mamuenTa).

BoisiBneHHass 3aKOHOMEPHOCTh YCTOMYMBOTO poOCTa YHCJIA BIEPBbIC
BBISIBJICHHBIX CiydaeB Ienuakuu 3a mnepuoa ¢ 2004 mo 2015 rombl MoxkeT OBITh
oOycroBIieHa MOBBIIEHUEM KauecTBa KJIIMHUKO-JTA00paTOpPHOM u
WHCTPYMEHTAJIbHONW JUAarHOCTUKH, a TakKe BBICOKOM HACTOPOKEHHOCTHIO U
OCBEJOMJICHHOCTBIO TEANATPOB, IETCKUX TaCTPOIHTEPOJOTrOB U CIEIUATIUCTOB
y3koro mpoduis (HEBPOJOTH, [EpPMaToiOTH, HHAOKPUHOJIOTH) B OTHOILIEHUU
LEIUAaKUHM, YTO MO3BOJUJIO MPOBOAHUTH MEPBUYHBIA CEPOJIOTMYECKUN CKPUHUHT
3a00yieBaHMsI B IIUPOKUX TPYINAX AETeH, BKIIOYasl TPYIIbl MOBBIIIEHHOTO PUCKA
manugecranuu. C Apyroil CTOPOHBI, POCT YKCIIA BIEPBBIC BBISBICHHBIX CIy4acB
[EJIMAKUU MOXET OBITh CBSI3aH C OOIIEMUPOBON TEHIICHIIMEW YBEIMYECHHS 4YUCIA
3a0oneBaHnii C  ayTOMMMYHHBIMH  MEXaHH3MaMU  pa3BUTHUS,  KOTOpas
MPOCJIEKUBAETCS B OCIEIHUE AECATUIECTUS B PA3JIMYHbBIX BO3PACTHBIX IpyMax.

Ha pucynke 4 npuBeneHsl JaHHbIE O 3a00J€Ba€MOCTH LIEIIMAKUEH cpeau
nerckoro Hacenenusi CrtaBpomnoiibckoro kpast 3a nepuoxn ¢ 2010 mo 2020 roa.
3aboneBaeMOCTh Lenuakuei cpeau nereil CTaBpOMOIBCKOTO Kpas 3a YKa3aHHBIN
BPEMEHHOW MNPOMEXKYTOK uMeeT aBa nuka: B 2012 romy — 5,3 ma 100 TeIC.
HaceneHnust ¥ B 2015 rogy — 3,9 na 100 teIC. Hacenenus. Ilepuon ¢ 2016 nmo 2020
rofbl XapaKTepu3yeTcs HEKOTOPBIM CIIaJI0OM IOKa3arelieil 3a0oieBaeMocTu. JlanHas
OCOOCHHOCTh MOXKET OBbITh OOBSICHEHA YBEIWYEHUEM JOJMU CTEePThIX U

CyOKJIIMHMYEeCKHX (OopM NEeIMaKkuM, JIUAarHOCTUKA KOTOPBIX MPEICTABISIET
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OIIPCACIICHHBIC TPYAHOCTHU B CBA3U C OTCYTCTBHCM MacIITaOHBIX CKPUHHUHI'OBBIX

MIPOrPaAMM.
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Puc. 4 — 3abonesaemocmo yeruaxuetl 0emckoeo HaceleHus

Cmasponoavckoeo kpas (2010 — 2020 22.)

KpuBas pacnpocTpaHEHHOCTH UEIMAKUM CPEeId JETCKOrO HACEICHUS
CraBpononbsckoro kpas Hapacrana a0 2014 roga, nocTurayB ypoBHs 42,3 cioydas
Ha 100 ThICSY AETCKOTO HACEJICHUS, B JaJbHEHIIIEM Ha MPOTSKEHUU MOCIEAYIOIINX
6 JeT CcoXpaHsAeTCS OTHOCUTENbHOE CTAaOWJIbHOE 3HAYEHHE I[OKa3aress
pacnpocTpaHeHHOCTU — Okojio 40 cimydaeB Ha 100 ThICSAY AETCKOrO HaCEJICHUS
(puc. 5). JlaHHash 3aKOHOMEPHOCTh MOXKET OBITH OOycCIOBIIEHa TpaHChopManuen
aJTOPUTMOB JTUarHOCTUKHU LEJTUAKUU, YTO, HECOMHEHHO, OKa3bIBA€T BIMSHHE Ha
SMUACMHUOJIOTUYECKUI  mporiecc  3aboneBaHuss B JIETCKOM  TOMYJSIIAA
CraBpomnonbckoro kpas. Kpome TOro, axkTUBHOE BHEJIpPEHHE B KIHWHHUKO-
1ab0opaTopHyto MPAaKTUKy  BBICOKOUYYBCTBUTEIBHBIX U cnenuUIHBIX
ceposiornueckux MapkepoB (OMA u antu-TTI'), a Takke BKIIOYEHUE B aJITOPUTM
JAAarHOCTUKU HLA-TunupoBanus anenen MPEAPACIIONOKEHHOCTH,

CII0COOCTBOBAJIO AKTUBHOMY BBIABJIICHHUIO LCIMAKHMK HC TOJIBKO CPCIu I[CTCI;'I C
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APKOU KIIMHUYECKOM CUMIITOMATUKOW, HO W CPEIM I'PYII IIOBBIIIEHHOIO pUCKA U

POACTBCHHUKOB OOIBHBIX C YCTAaHOBJICHHBIM JUAIHO30M.
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Puc. 5 — Pacnpocmpanennocms yenuaxuu cpeou 0emcKo2o HAceleHuUs

Cmasponoavckoeo kpas (1995 - 2020 22.)

3.3. AHaMHecTHYeCKasi XapaKTePHCTHKA JeTeil M MOAPOCTKOB €

neJuaKuei, npo:xkupamux B CTaBponoJabCcKoM Kpae

BaxxHbIM STanmoM UCCIEeNOBaHUSA SBUJIOCH COINOCTABICHHE KITFOYEBBIX
AHAMHECTUYECKUX JIAHHBIX OOCJICIOBAaHHBIX JIeTed U TMOAPOCTKOB (BO3pacT
MaHudecTanuu 1 BepuPuKaIuy AUArHO3a, JUIUTEIFHOCTD JIATSHTHOTO TEpUo/a) B
3aBUCUMOCTH OT TIEPHOA TUATHOCTUKHU IETHAKUU.

C menpio parMoHaIM3aIuy MAIMEHTHI pa3/IeJICHbl Ha TPYIIBI B 3aBUCUMOCTH
oT mepuoja Bepudukanuu auarHo3a. Tak, rpynmy A cocraBuinu 22 (6,9%)
MalKueHTa, JUardHo3 KOTopbsiM ObLT BepuduiupoBan B nepuoa ¢ 1996 no 2000 rr,

rpynmna B Bkmrounna 65 (20,1%) aereit B nepuon ¢ 2001 mo 2005 rr., rpynmna C —
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85 (26,3%) uenosek ¢ 2006 o 2010 rr., rpynny D coctaBuio 94 (29,1%) pebenka,

y KOTOPBIX AuarHo3 Obul ycrtaHoBieH B nepuoxa ¢ 2011 mo 2015 rr, B rpynny E
Bonwio 57 (17,6%) naruentoB 3a nepuop ¢ 2016 mo 2020 rr.

AHanu3upys cpoku MaHudecTanuu 3a00jieBaHusl Y 00CIe0BaHHBIX JIETeH U
MOJPOCTKOB, BBISIBJICHO, YTO CPEIHUN BO3PACT MOSABICHUS MEPBBIX KIMHUYECKHUX
nposiBineHust nenumakuu coctabmwin 2,0 = 0,2 roga. B 150 (46,4%) caydasx
BO3HUKHOBEHHE MEPBBIX CUMIITOMOB 3a00JIeBaHMs HAOJIIOAI0Ch Ha MEPBOM TOAY
xu3Hu, y 126 (39,0%) — B Bo3pacte or 1 go 3 ner, B 40 (12,4%) cnyuasx
3a0oneBanne MaHudectupoBano y nerei crapuie 3 jer. [lepBble KIMHHUYECKUE

MNPOABJICHUA HCIMAKUNU B ITOAPOCTKOBOM BO3PACTC ObLIN 3apCTUCTPUPOBAHBI Y 7

(2,2%) naruenToB (puc. 6).

19 639%)\ 7 (2,2%)

21 (6,5%)

o 1 roma
H1]-3roma

150 (46,4%) B4 -6 et
7 -11 ner

w12 -18 mer

Puc. 6 — Bo3pacm nosenenus cumnmomamuxy yeauaxuu y 0emeti aHaiu3upyembix

epynn

B TaGmuie 4 mpuBeneHbl NaHHBIE O BO3pacTe MaHU(ECTalud NETUAKUUd y
JeTel W TOAPOCTKOB aHAIM3UPYyeMbIX Tpymni. OTMedaeTcsi IMOCIeN0BaTeIbHOE
YBEJIMYCHHUE CPEIHEro Bo3pacTa MaHudecranuu 3aboneBaHus. Tak, y mered w3
TPYIIBl A BO3HUKHOBEHHE MEPBBIX kano0 orMmedanock B cpeanem B 0,5 [0,4; 1,0]

neT, uto B 1,4 paHblile, IO CpaBHEHHIO ¢ nanueHtamu rpynnsl B (p = 0,004), B 3,1
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pasa panblue, yeM y geteil u3 rpynnsl D (p < 0,001) u B 4,2 pa3a panblue paza
paHbliie no cpaBHeHUto ¢ rpynmnoi E (p <0,001).

Kpome TOro, ormeuaercs cokpaileHue yuciaa JAeTed ¢ MmaHudecramuei
LHeJIMaKud Ha TEepBOM TOAy OKU3HM. Y Jjeredd rpynmbl A 3abosneBaHue
MaHu(]ecTUpoBaIo Ha NepBOM ronay xu3Hu B 16 (72,7%) cayyasx, uro B 1,8 pa3
yaiie, Mo cpaBHeHUIO ¢ nmamueHTamu rpymnsl D — 37 (39,4%) (p = 0,005) u B 5,9
pa3 yaie, yeM y aeteit rpynnsl E — 7 (12,3%) (p <0,001).

B To xe BpeMs B KaXIOM TMOCIHEAYIOIIEM MATUIECTHEM TIEpUOAe
yBEJIMUMBAETCS A0JS JeTel ¢ MaHu(ecTaluen eivakui B BO3pacTe cTaplie roja.
Tak, uncno nerel ¢ MOSBICHUEM NEPBBIX KIMHUYECKUX CHMIITOMOB M 3KajloO B
BO3pPACTHOM MpoMexyTke oT 1 10 3 net u3 rpynmsl A coctaBuiio 6 (27,3%), uto B
2,1 paza MeHbllle Mo cpaBHeHUIO ¢ marueHtamu rpymnmnsl E — 33 (57,9%) (p =
0,015). Manudecranus 1eauakuy B Bo3pacte ot 4 10 6 jneT Habmronanach B 5,8 pa3
yaie y geteit u3 rpynnsl E no cpaBHenuto ¢ naruentamu rpynmnst B (p = 0,008), B

3,8 pa3 yame, yem B rpynne C (p = 0,012) u B 3,3 pasa yaie 1no CpaBHEHHUIO C

rpynmnoit D (p = 0,015).

Tabmuma 4 — Bo3pacT manudecTanuy neamakuy y 1eTeH,

B 3aBUCUMOCTH OT IICPHOJa ITIOCTAHOBKH JXAI'HO3a

I'pynna T'oabi Pacnpenesnienue nereii mo Bo3pacry, Jer Cpennuii
AUATHOCTUKH <1 1.3 16 T ST BO3pacT
MaHupecTanuu,
JieT
A, 1996 - 2000 16 6 - - - 0,5[0,4; 1,0]
n=22 (72,7%) | (27,3%)
B, 2001 - 2005 43 13 2 7 - 0,7[0,3; 1,0]
n =65 (66,2%) | (20,0%) | (3,0%) | (10,8%)
C, 2006 - 2010 47 30 4 2 2 0,8 [0,4; 4,5]
n =385 (55,3%) | (35,3%) | (4,6%) | (2,4%) | (2,4%)
D, 2011 - 2015 37 44 5 5 3 110,6; 3,0]
n=94 (39,4%) | (46,8%) | (5,3%) | (5,3%) | (3,2%)
E, 2016 - 2020 7 33 10 5 2 2,1[1,0; 4,0]
n=>57 (12,3%) | (57,9%) | (17,5%) | (8,8%) | (3,5%)
UTOI'o 150 126 21 19 7 110,5; 2,1]
(46,4%) | (39,0%) | (6,5%) | (5,9%) | (2,2%)
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Cpennuii Bo3pacT BepuUUKAMHA IEITUAKHH CPEIM BCEX OOCICIOBAHHBIX
nanueHToB coctasuia 4,8 = 0,2 met. IIpu 3TOM HanMMEHbIIEE KOJTUYECTBO CIYy4acB
BBISIBJIEHO Cpenu JAeTeil mepBoro roga xu3Hu — 15 (4,6%), a Haubombliee - B
Bo3pactHou Tpynme or 1 go 3 ner — 170 (52,6%) cinygaeB. Bropoe mecto mo
9JacToTe BepUUKAIIMK TUATHO3a CPEIH MAIMCHTOB, BKIIFOYCHHBIX B UCCJICIOBAaHUE,
3aHUMaeT BO3pacTHOM mepuof oT 4 o 6 et — 68 (21,1%) nereii. B Bo3pacte ot 7
no 11 ner nenuaxus Bepudunmposana y 39 (12,1%) nereit. B 31 (9,6%) ciyuae

I[eJIMaKus BIICPBbIC BBISIBIICHA Y JIeTel B Bo3pacte oT 12 10 18 net (puc. 7).

15 (4,6%)

31 (9,6%)

1o 1 roga

m]-3roma

39 (12,1%)

B4 -6 1er
7-11 net

W12 -18 meT

Puc. 7 — Bozpacm sepughuxayuu yenruaxuu y oemeti u nOOPOCMKOS,

npooscusarowux 6 Cmaspononvckom kpae (1995 - 2020 22.)

B tabGnune 5 npencraBieHbl TaHHBIC O BO3pacTe BepU(PUKAIUN IICTHAKUH Y
NETEH.

AHanmu3upys JaHHBIC TAOIHUIBI 5, MOKHO 3aMETHTh, YTO BO BCEX I'PYIIax
OTMEYAETCS TEHACHIMS K CHWXCHUIO 4YacTOThl JUATHOCTUKUA UEIHAKUU C
yBEIIMYEHUEM BO3pacTa MamueHTOB. Tak, cpeau Bcex Tpymnm Hamboyiee YacTo
BepruUKamusa JUarHo3a MPoUCXoI1jIa B BO3PACTHOM MTPOMEXYTKe OT 1 110 3 Jer.

VY manueHToB U3 rpynmnbsl A B Bo3pacte OT 1 10 3 JeT 1neauakus BhIABICHA B

2,3 paza yamie, 4eMm y JeTeil 3Toi ke rpymnmbl B Bo3pacte oT 7 no 11 ner (p =
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0,099), u B 9,1 pa3 yaille MO CpaBHEHHUIO C MAIMEHTAMU MEPBOTO TOJla KU3HU U
neteMu ctapiie 12 net (p = 0,005).

B rpynne B Bepudukanus auaruosa B Bozpacte ot 1 10 3 et cocraBuna 37
(56,9%) cnydaeB, 4TO MPEBBINIAECT TAKOBYIO B 12,4 pa3 cpeau nereit mepBoro roja
xu3au (p < 0,001), B 3,1 pa3 cpenu nmamueHToB B Bo3pacte oT 4 10 6 ser (p <
0,001), B 9,2 pa3a no cpaBHeHuto ¢ getbMu oT 7 o0 11 net (p < 0,001) u B 4,1 pa3
10 CpaBHEHUIO ¢ AeThMU ctapiie 12 net (p < 0,001).

UYacTora Bepudukaruu nenakuu y aerei uz rpynmsl C B Bo3pacte oT 1 10
3 ner coctaBuna 56 (65,9%) ciyuaes, yto B 18,8 pa3 Oombiie, 4yem y nerei
nepBoro roga xuszHu (p < 0,001), u B 3,9 pa3 Oosbliie, 4eM y MAIMEHTOB B
Bo3pacte ot 4 10 6 net (p < 0,001). B To ke Bpems B nepuos ¢ 2006 o 2010 rr. B
BO3pacTHOM rpynne oT 7 go 11 wu crapme 12 ner nenuakusi BBIABIAIACH
cootBeTcTBeHHO B 14 (p < 0,001) u B 7 pa3 pexe (p < 0,001) yem y aereit ot 1 10 3
JIET.

B rpynne D HauGosnbiiasg 4acToTa MOCTAHOBKHU JIMAarHO3a 3aperucTpUpOBaHA
B Bo3pacte oT 1 no 3 net — 42 (47,7%), npeBblliasi TAKOBYKO COOTBETCTBEHHO B 2
(p = 0,002), B 29 (p < 0,001) uw B 4,5 (p < 0,001) paz mo cpaBHEHHUIO C
BO3pAacCTHBIMM Trpymnmnamu 4-6 ner, 7-11 nmer u crapme 12 ner. Haumenslee
KOJIMYECTBO CJIy4yaeB MEPBUYHON JMArHOCTUKHU Ienuakur B mepuoa c¢ 2011 mo
2015 rr. BBIABIEHO y A€TEH EPBOTO rojaa xxu3Hu — 6 (6,4%) ciaydaes.

B nepuon ¢ 2016 mo 2020 rr. okoj0 MOJIOBUHBI BCEX CIy4YacB ILEIUAKUHU
3apEerucTPUPOBAHO B BO3PACTHOM IpoMexyTke oT 1 1o 3 net — 26 (45,6%), uto B
1,9 (p=0,019)uB 2,2 (p=0,006) paza yamie, 1o CpaBHEHUIO C AETbMU OT 4 10 6 U
or 7 no 11 ner coorBercTBeHHO. Hanmenee yacto cpenu mauueHTOB Tpynnsl B
LeJIMaKUs TUarHOCTUPOBAHA HAa MEPBOM Toay ku3Hu — 2 (3,5%) ciydas u crapiie
12 net — 3 (5,2%) nanuenTa.

BrisiBieHHAs TEHIAEHUNS K COKPAILEHUIO BO3pacTa NEPBUYHON THATHOCTUKU
LETMaKUU MOXET ObITh OOYyCIIOBIIEHA YJIY4IIEHHEM KauecTBa JWAarHOCTHUKH,
00YCJIOBJIEHHOTO ONMUCAHHBIMU PaHEE M3MEHEHUSIMU B airOPUTMax BepuduKauu

IWarHo3a, a TaKXe TMOBBIILIEHHOM HACTOPOXKEHHOCTBIO Bpaueil pa3IMYHBIX
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CHGHI/IaJIBHOCTeﬁ B OTHOIICHHMH ILCIIMAKHH. B 10 Xxe BpEMsA CpPaBHUTCIIBHO
HeOOobIIas JacToTa BBISBJICHHUSA 3a00JIcBaHUS Ha IICPBOM TOAY KM3HU BO BCCX
XPOHOJIOTHUYCCKUX I'PYIIIIAax, BEPOATHO, CBA3aHA C HU3KUM COACPKAHUCM TIJIFOTCHA
B panroHC I[CTCﬁ MEPBLIX 12 MECALICB KH3HH, YTO HCECKOJIBKO OTOABHUIACT
IIOSABJICHHUC MCPBBIX KIIMHUYCCKUX CHUMIITOMOB, CBUACTCILCTBYIOIIUX 0)

MaHI/I(l)eCTaHI/II/I OCJINaKHuH.

Tabnuma 5 — Bo3pact Bepudukanuu neiuakuu y AeTei B 3aBUCUMOCTH OT

nepruoaa mOCTaHOBKH JUAT'HO3a

I'pynna T'oabl Pacnpenesnenue nereii mo Bo3pacry, jJget Cpennmnii
JAMATHOC- BO3pacTt
— <1 1-3 4-6 7-11 >12 Bepudu-
Kaluu, JeT
A, 1996 - 2000 | 1 (4,5%) 9 7 4 1 4
n=22 (41,0%) | (31,8%) | (18,2%) | (4,5%) [1,8; 6,3]
B, 2001 - 2005 | 3(4,6%) 37 12 4 9 3
n =65 (56,9%) | (18,5%) | (6,2%) | (13,8%) | [1,7;5,8]
C, 2006 - 2010 | 3 (3,5%) 56 14 4 8 2,2
n =385 (65,9%) | (16,5%) | (4,7%) | (9,4%) [1,5; 4,4]
D, 2011 -2015| 6 (6,4%) 42 21 15 10 3,8
n=94 (47,7%) | (23,3%) | (16,0%) | (10,6%) | [2,1;7,3]
E, 2016 - 2020 | 2 (3,5%) 26 14 12 3 4,3
n=>57 (45,6%) | (24,6%) | (21,1%) | (5,2%) [2,3; 6,5]
UTOI'O 15 (4,6%) 170 68 39 31 3,2
(52,6%) | (21,1%) | (12,1%) | (9,6%) [1,8; 6,2]

[TpoaoKUTETbHOCTh BPEMEHH OT MOMEHTA TMOSBICHUS TIEPBBIX CUMIITOMOB
MaHu(decTanuu IMEeTMakhud JO MOMEHTa IIOCTAaHOBKM JHAarHo3a B KaXIOM
MOCJICYIONIEM  TSATHJIETHEM TEepUOJIe  COKpamiaercsa. Tak JUIMTeTbHOCTh
JATEHTHOTO TiepuoAa 3a00JIeBaHMs y JIeTed MCCIeayeMbIX TPYII cocTaBuia 3,3
[1,2; 5,3] xneT, 2 [0,9; 4,3] rona, 1,5 [0,7; 2,8] roxa, 2 [0,8; 3,9] roga u 0,9 [0,5;
2,4] nmer cooTBeTcTBeHHO. TakuM 00pa3oM, 3a aHAIM3HPYEMBIH HamMu 25-TH
JeTHUN Tepuos Ojarofapsi COBEPINEHCTBOBAHWIO KauyeCTBa JIMAaTHOCTHKU
[EMaKUU 1 IPOBEACHUS 1IEJICHANPABICHHOTO0 CKPUHUHTA CPEN TMAIMEHTOB TPYIIT
MOBBIIEHHOTO pHUCKa €€ MaHudecTaluu, yAaloCh 3HAYUTEIBHO COKPATHTh

JJINTCIIBHOCTD JIATCHTHOI'O IICpHOAa 3a00JIeBaHUs 10 CPAaBHCHHUIO C IIaIMCHTAMH
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rpynnsl A: y geteit rpynnsl C — B 2,2 pasa (p = 0,049), u B rpynne E — B 3,7 pa3 (p
= 0,016).
Ha pucynke 8 moka3aHa JJIMTEIbHOCTb JATEHTHOIO Iepuoja LETUAKUH Y

MaguCHTOB UCCIICAYCMBIX I'PYIIII.

E 35(61,4%) 16 (28,1%) 6 (10,5%)
D 45 (47,9%) 30 (31,9%) 19 (20,2%)

C 54 (63,5%) 22(259%) 9 (10,6%)
B 31 (47,7%) 22 (33,8%) 12 (18,5%)

A 7 (31,8%) 7 (31,8%) 8 (36,4%)

0,0% 10,0% 20,0% 30,0% 40,0% S0,0% 60,0% 70,0% 80,0% 90,0% 100,0%
oo 2 J1er 2-57er domee Siet
PMC. 8 —ﬂﬂumeﬂbHOCMb J1AMEHMHO20 nepuoaa yeauakuu 'y demeﬁ

6 3asucumocmu om nepuoda NOCMAHOBKU OUACHO3A

AHanu3 JEMOHCTPUPYET, YTO B Tpymmne A KOJIUYECTBO OOJBHBIX C
JUTUTENBHOCTBIO JTATEHTHOTO MEpHoJia A0 2 JET U OT 2 J0 5 JEeT COMOCTaBUMO U
coctaBuiio 7 (31,8%) cnydaeB. B nmocnenyromieM Bo BceX rpynnax yBeJIUUHUBACTCS
J0JIsI MAIUEHTOB C JUIUTEIBHOCTHIO CUMITOMATUKU K MOMEHTY THUAarHOCTUKH HE
6onee 2 mer. Tak, KONMMYECTBO MAIMEHTOB, y KOTOPBIX MPOJOKUTEIBHOCTD
BPEMEHM OT MOMEHTAa MOSIBJICHHS] MEPBBIX Kano0 IO MOCTAHOBKM JMAarHo3a He
npesbimaeT 2-x jer, B rpymmne E coctaBuno 35 (61,4%) cnyuaeB, B 1,9 pas
oompmie, yem B rpyme A (p = 0,019). B To ke BpeMs B KaXJI0M ITOCICAYIOIIEM
MNATWIETHEM  TEepUOAE  OTMEUYaeTcsl  yMEHbIIEHHEe  JoiM  JeTed ¢
MPOIOJKUTEIBHOCTRIO JIATEHTHOTO Nepuoja Oosiee 5 yer. Y aeteil u3 rpynmnsl A

JTUTUTEIILHOCTh JIATEHTHOTO Tepuoja 6osnee 5 jeT 3apeructpupoBana B 8 (36,4%)
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ClIy4asiX, MpeBbIIIasl TaHHbIA Mokazarenp y aeredl rpynnsl C — B 3,4 pasza (p =
0,004) u rpymmst E — B 3,5 pa3 (p = 0,008). JlaHHast 3aKOHOMEPHOCTh 00YCIOBIICHA
yIy4dllIEHHEeM KauecTBa  KIMHHUKO-T1a00paTOpHOM  JUArHOCTUKH  IEJTUAKUH,
Oyarogapsi yeMmy MOSIBUJIACh BO3MOKHOCTH BBISBJICHUSI 3a00JI€BaHUSI HAa PaHHUX
ATanax pa3BUTHSL.

[ToaBost UTOTH TJIaBbI 3 MOKHO CAENATh CIEAYIOIINE BBIBOBI:
1. B Teyenuun nocieaHUX 25 JIeT BBISABJICHHBIN POCT Yuciia JAETeH U MOJIPOCTKOB C
HEeIuakuel SBISETCS PE3yJbTaTOM YIIYUIIEHUs JIMAarHOCTUKH 3a00JeBaHUsl U
BHEJIPEHHUS COBPEMEHHBIX aJITOPUTMOB JUATHOCTUKY CUHJIPOMa MalibaOCOPOIINH.
2. IlpoBeneHHBI aHAIN3 AHAMHECTHYECKHMX  XapaKTEePUCTUK MAIIMEHTOB
JEMOHCTPUPYET, YTO HA MPOTSKEHUU MOCIECAHUX 25 JIET B KAXKI0M MOCIECAYIOIIEM
NATWICTHEM TIEPUOJIC€ OTMEUAETCSl TEHICHIMSA K YBEJIMYECHUIO CPEIHEro BO3pacra
MaHU(ECTAIUN 1IETUAKUH.
3. B kaxaoM MOClIenyromeM NEepUoAe BBIABISETCS TEHIACHIMS K CHUKECHHIO
YacTOThl JUWArHOCTUKM I€JIMAKUU C YBEJIMYECHUEM BO3pacTa IMAIMEHTOB, YTO
00yCJIOBJICHO YIY4IIICHHEM KaueCcTBa JUArHOCTHKU 3a00JIeBaHUS C OJHON CTOPOHBI
Y TIOBBIIICEHHOW HACTOPOKEHHOCTHIO B OTHOIICHUHU IEIUAKUM CPEeau Bpadei
Pa3JIMYHBIX CHIEHUAJIBHOCTEN — C IPYTrOM.
4. B TedeHue mociaeaHUM 25 JeT y JAeTed U MOJAPOCTKOB C IEJHUAKUEH,
MPOXXKUBAIOIIUX HAa TEPPUTOPUHU PETHOHA, MPOUCXOJUT TMOCIECAOBATEIBHOE
COKpaIllCHUE JUIMTEJIBHOCTH IIepuojia OT MOMEHTa TIOSIBJICHUS  IE€PBBIX

KIIMHNYCCKHUX HpOHBHeHHI;'I 3a00JIeBaHUS J0 ITIOCTAaHOBKH AHMArHo3a.
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IUTABA 4. AHAJIN3 KNIMHUYECKUX, IABOPATOPHBIX U

MOP®OJOTUYECKHUX JJAHHBIX Y JETEN Y TIOJAPOCTKOB C
HEJUAKUEN, TPOXKUBAIOIINUX B CTABPOIIOJILCKOM KPAE

4.1. Tlatomop$03 KJIMHMYECKOH KAPTHHBI ULEJHAKHH B JeTCKOH
nonyjsauuu CTaBpoONmoOJbCKOr0 Kpasi: peTPOCNEKTUBHBIM aHaau3 3a 25 Jjer

(1996 - 2020 rr.)

B pamkax wucciaegoBaHusi TPOBEACH aHAIU3 KIMHUYECKONM KapTWHBI 323
JeTeil ¢ 1enuakued B Bo3pacte oT 8 mecsueB 10 18 jer (cpegHuil Bo3pacT Ha
MOMEHT BepuduKauu auarHoza coctabun 4,8 £ 0,2 jeT), HAXOAMBIIUXCS Ha
CTAallHOHAPHOM JICYEHUU B KPAaeBOM T'aCTPOIHTEPOJOTHYECKOM otaeneHuu ['BY3
CK «'’IKb um. I'K. ®ununmnckoro» . CraBponois 3a nepuog ¢ 1996 mo 2020
rogel. BceM manmeHTamM AMarHo3 YCTaHOBJIGH B COOTBETCTBHM C KIMHUYECKUMH,
ceposiornyeckuMu U Mopomornyeckumu kputepusmu ESPGHAN (1990, 2012,
2019 rr).

Jist ynoOGcTBa MPOBENEHUS CTAaTUCTUYECKOTO aHaliM3a BCE IMMAlMEHTHI
paszeNieHbl Ha TPYNNbl B 3aBUCHUMOCTH OT TEpHoAa BepUUKALUUA JMAarHO3a:
rpynmna A (1996 - 2000 rr.) — 22 (6,9%) nmauuenta, rpynmna B (2001 - 2005 rr.) — 65
(20,1%) maruentos, rpymmna C (2006 - 2010 rr.) — 85 (26,3%) narpeHToB, rpyIma
D (2011 - 2015 rr.) — 94 (29,1%) manuenra, rpynna E (2016 - 2020 rr.) — 57
(17,6%) nauneHToB.

PaccmarpuBas KIMHUYECKYIO KAPTUHY LEIUAKUHU, BCE CUMIITOMBI Pa3/IeJICHbI
HAaMH{ Ha J[BE TPYIIbI: OOJBIINE UM OCHOBHBIE M Majble WJIM BTOPOCTECTICHHHBIC
MIPOSIBIICHMUSI.

Ha pucynke 9 mnpeacraBieHa YacToTa KHUIIEUYHBIX W BHEKUIIEYHBIX

MPOSBJIICHUM LIEJIMAKUU y ieTer 3a nepuoa ¢ 1996 o 2020 rr.
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¥ KHImEeYHbIE NPOABICHAA, =283 BHEKHIIEYHLIE IPOABJICHAA, 1=40
E,n=57 9 (15,8%)
D,n=94 19(20,2%)
C,n=85 4 (457%)

B,n=65 8(12.3%

A,n=22
0,0% 10,0% 20,0% 30,0% 40,0% 50,0% 60,0% 70,0% 80,00 90,0% 100,0%
Yucro nanueHToR (%)
Puc. 9 — Yacmoma xuwieyHovlx u 6HEKUULCYHBIX I’lp0ﬂ6Jl€Hu11

y Oemeli ¢ yeauaxui, npoxcusarowux 6 Cmasponoavckom kpae (1996 - 2020 22.)

AHann3 KIMHUYECKOM KapTHHBI AEMOHCTPUPYET CIEAYIOLIME JaHHblE. Y
namuenToB rpymnsl A B 100% ciyyaeB oTMeuasnach IHEIUAKUs C TUIUYHBIMU
raCTPOMHTECTUHATIBHBIMU  MPOSIBICHUSMU:  JAWapes, a0JoMUHaJIbHBIE OOJH,
B3lyTHE W YBEIMYEHUE KUBOTAa B pa3Mepax, HapyleHue ammnetuta. B rpynmne B
TaK >kK€ OTMEYaIOCh MpeoOnafaHue JeTel ¢ KHUIIEYHBIMH TPOSIBICHUSIMH, OIS
KOTOpBIX coctaBuia 87,7%, oqHaKo, BO3POCIIO YHUCIIO MAalMEHTOB C BHEKUIIIEYHOU
cumrromatrukon — 12,3%, npm SToM Hambojee dYacThIMH JKajlobaMu ObLIN
aJjuiepruueckue BbICHIMaHuS U OecrnokoifHbiii coH. B rpymmax C, D u E Ttaxke
OTMEYAIOCh TMpeo0IalaHie TUMUYHBIX TaCTPOMHTECTHHAIBHBIX TPOSBICHUI.
OOpamaer Ha ce0s BHHMMaHMe, 4To y JeTeil u3 rpynnbl C BHEKHUIICYHBIC
MPOSIBIICHUS LIEJIMAKUU BCTpeUalnch B 4,3 pasza pexe, o cpaBHEHUIO ¢ rpymnmnoi D
(p =0,002) u B 3,4 pa3a pexe, yem y nanuentoB rpymnmnsl E (p = 0,025), a B rpynne
B BHekuieunbie mposBieHus BbisiBIeHbl Y 8 (12,3%) manuenToB, uyto B 2,6 pas
Oonbie, yem y neteit u3 rpynmnsl C — 4 (4,7%) naruenta (p = 0,09).

B TO ke BpeMs, A0S MAlMEHTOB C KUILIEYHBIMU CUMIITOMaMH LETUAKUU B
KQ)KJIOM TIOCJIEIYIOIIEM ISITUIETHEM MEPUO/IE€ UMEET TEHICHIIUIO K YMEHbIICHHUIO.

TaK, B I'pyIirie C THnUYHBIC KIMHUYECKUE MIPOABJICHHA LCINAKHH OTMCYAJIMCh B 81
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(95,3%) ciyuaes, uto B 1,2 pa3a yaille N0 CpaBHEHHIO C AMEHTaMU rpymnmbl D —
75 (79,8%) (p = 0,002) u B 1,1 pa3 vame, yem B rpymie E (p = 0,025). Jlons neteit
C FaCTPOMHTECTUHAILHBIMU MPOSIBJICHUSIMH MEXKY KpatHUMU XPOHOJIOTUUYECKUMU
rpynnamu (A u E) cokparmnace B 1,2 paza (p = 0,048). B rpynne D tunuvnbie
KHIIIEUHbIE MPOSBICHUS 3a00J€BaHUs PETUCTPUPOBAINCH B 1,3 paza pexe, 4em B
rpynne A (p = 0,022).

B Tabmume 6 mpeacTaBieHa 4yacToTa CHUMITOMOB IEJIMAKUU B JIETCKOU
nonyisiiuu  CTaBpOIONIBCKOTO Kpasi B 3aBUCUMOCTH OT TEpHoja Bepu(pHUKAIIUU
JMarHosa.

AHanu3upys JaHHble TaOmuIbI 6, MOXXHO 3aMETUTh, YTO B KaXKJIOM
MOCJICAYIOMIEM TMSTHJICTHEM TIEPHOJe OTMEUAeTCsl TEHJCHIMS K CHIDKCHHIO
YacTOTHl JUAapelHOro cuHApoMa. Tak, cpeau MaIMeHTOB TPYIIbl A jkajgoObl Ha
PaKMKEHHBIA CTYN BeTpedanuch B 15 (68,2%) ciydaes, 4To B 2,5 pa3 yaiie, 4yem
y nereit u3 rpynmsl C — 32 (27,2%) (p = 0,011).

OOpamaer Ha cebs BHUMaHUE YMEHBIUIEHWE AOIM JeTed C AePUIIUTOM
Macchl Tella B KaXIOM MATUIETHEM TpomexyTke. Haubonee wyacto Takoe
HpOSIBIICHUE [IeJTHaKUH, KaK aeHUIUT Beca, oTMedanoch B rpymme A — 12 (54,5%)
NalKEHTOB, MPEBBIIIAs YaCTOTY JaHHOTO cumitoma B rpynne D — B 2,6 pa3 (p =
0,004) u B rpynme E — B 3,1 pa3 (p = 0,002).

XKanoObl Ha 3a7epKKy pocTa TaKkKe HMEIOT TEHACHIMIO K CHIKEHHUIO
YacTOThl B KaXXIOM MOCIEAYIONIEM aHAIM3UpyeMoM Tmepuoje. Tak, KamoObl Ha
3a/IepKKy pocta y nanueHToB rpynn D u E BcTpewanuck coorBercTBeHHO B 1,8 (p
=0,240) u B 2,5 (p = 0,042) pa3 pexe, ueM B rpymnmne A.

CnenyeT OTMETUTh, YTO AOJS IETEH C BBIPAKEHHOM 3aJ€p>KKOM pocTa, Tak
Ha3bIBAEMbIM COMATOT€HHBIM HAaHM3MOM, CHUXKallaCb C TEUEHHEM BpeMeHH. Tak,
OTKJIOHEHUE POCTOBBIX mMoOKazareneid Oomee wem Ha -2,0 SDS wmambonee uwacto
BcTpevasock y nanuentoB rpynn A u B — 31,8% u 35,4% coorBerctBeHHo. B
rpynie C coMaroreHHbl HaHWU3M BbISIBIEH B 22 (25,9%) cnydasx. B rpynmne E
COMATOT€HHBIN HAHWU3M PETHCTPUPOBAJICA B 2,6 pa3 pexe, 4eM y JIEeTel U3 TPymIlbl

A (p=0,042) u B 2,9 pa3 pexe, ueMm y nanreHToB u3 rpymmsl B (p = 0,004).
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Tabmuua 6 — YactoTa CMUMOTOMOB LIETUAKUM Y AETEH U MOAPOCTKOB

B 3aBUCHUMOCTH OT Teproja NocTaHOBKH auartosa (1996 - 2020 rr.)

Kaunnyeckue Ilepuoabl THATHOCTHKH
CHMMIITOMBI A, B, C, D, E,
HeJUAKUH n—22 n—65 n-_85 n-94 n-—57
«BoIbIIHE» CHMIITOMBI HEJTHAKHH
jmapes 15(68.2%) | 38(247%) | 32 (27:2%) | ( 4342% ay 4721%)
B3JIyTHE U 42 28
YBEJTHUYCHUE 11 (50,0%) 30 (19,5%) 29 (24,7%) 0 0
pa3sMepoB KUBOTA (39,5%) (49,1%)
PEIUIUBUPYFOTIIH 0 0 0 50 36
¢ 0OJIM B JKUBOTE 14 (63,6%) 33 (21,5%) 30 (25,5%) (47,0%) (63,2%)
pBoTa 4 (182%) | 17(11,1%) | 18 (15,3%) (2023% | (2912%)
HapylIeHne 0 0 38 26
ATeTITA 10 (45,5%) 37 (24,1%) 37 (31,5%) (35.7%) (45,6%)
pas3IpaKuTeIb- 31
HOCTb, 10 (45,5%) 25 (16,3%) 29 (24,7%) (29.1%) 6 (10,5%)
arpecCUBHOCTD il
nedunmT Macca 22 10
rena 12 (54,5%) 23 (15,0%) 31 (26,4%) (20.7%) (17,5%)
3aJiepKKa pocTa 7 (31,8%) 23 (15,0%) 23 (19,6%) (1713% ) 7 (12,5%)
COMaTOT€HHBII 0 0 0 18
I 7 (31,8%) 23 (35,4%) 22 (25,9%) (19.1%) 7 (12,3%)
«MaJjpie» CHMIITOMbI NeJTHAKHT
601 B 0 0 0 5
KOCTAX/HOTax 0 4 (6.2%) 1 (1.2%) 2 (21%) (8,8%)
0 0 0 0
Kaprec 1 (4,5%) 1 (1,5%) 1 (1,2%) 2 (2,1%) 0
TOJIOBHBIC 0OJIH 3 (13,6%) 7 (10,8%) 6 (7,1%) 5 (53%) | 1 (1,8%)
0eCIOKOMHBIN 0 0 0 17 0
cor 7 (31,8%) 18 (27,7%) 15 (17,6%) (18,1%) 7 (12,3%)
3a10pbl 2 (9,1%) 5 (7,7%) 9 (10,6%) 9 (9,6%) | 9 (15,8%)
KOKHBIE 0 0 0 17 13
BBICHITIAHUS 5 (22,8%) 30 (46,2%) 35 (41.2%) (18,1%) (22,8%)
OtrmeueHO, 4YTO B KaXXAOM TOCICAYIOMIEM IIATHICTHEM IIEPHOAC
y p

YMEHBIIAETCS N0JS AETEN C HEBPOJIOTMYECKOM CUMIITOMAaTUKOW. Tak, y ManueHToB
rpynmnsl A 5kanoObl Ha ToJOBHBIE Oomm BeTpeuyaiauch B 3 (13,6%) ciydasx, 4to B
7,6 pa3 yame, yuem B rpymmne E (p = 0,031). becnokoilHbIlii COH y TalMEHTOB
rpynnbl A otmeuanics B 7 (31,8%) caydasix, mpeBbllliasi 4acTOTy JaHHOTO

cumnroma B 2,6 pa3 1o cpaBHeHWIO ¢ mnamueHtamu rpymmel E (p = 0,042).
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Hapymienuss 5MoIMOHAIbHOTO (OHA Yy JETe C IEeNHaKhel, MPOSBISIONINECS
pa3ApaXKUTEIHLHOCTHIO U arpeCCUBHOCTHIO, HAaMOOJIee YacTO BHISBICHHI B rpynne A
— 10 (45,5%) cnydae, uto B 4,3 pa3a Ooublile, IO CPABHEHUIO C I€TbMHU U3 TPYIIIbI

E (p <0,001).

4.2. KinHMKOo - aHAMHeCTH4YeCKasi XapaKTepUCTHKA JeTed H

IMOJAPOCTKOB C ue.nnalcnei/i, MpoKUBAOIIAX B CTﬂBpOl’lOJ’leKOM Kpae

B 3aBucumocTH 0T BO3pacTa MOSBICHUS MEPBLIX KIMHUYECKUX MPOSIBICHUN
HeIUaKUM MalUeHTh pasaeneHsbl Ha 3 rpynmnbl: 10 3 et — 254 (78,6%) narueHTa,

ot 3 no 7 net — 42 (13,0%), crapiire 7 net — 27 (8,4%) manueHTOB.

Tabnuna 7 — OcoOeHHOCTH KIIMHUYECKON KapTUHBI LIETUAKUH Y AeTeH

B 3aBUCUMOCTHU OT BO3pacTa MaHI/I(l)CCTaIII/II/I 3a00JIeBaHUA

Knunnuyeckue Bo3pact manudecrannu 3a00/1eBaHUA
CHMIITOMBI 1o 3 JerT, 3 -7 xaer, crapuie 7 JieT,
HeJHAKNH n— 254 n—42 n-—27

«BoJIbIIMe» CHMIITOMBI IeJTHAKHH
auapest 149 (58,7%) 12 (28,6%) 7 (25,9%)
B3/IyTHE U
yBEJTHYEHUE 118 (46,5%) 15 (35,7%) 6 (22,2%)
pPa3MepoB JKHUBOTA
ge““H“B“py“’m“e 100 (39,4%) 36 (85,7%) 27 (100%)
OJI B KUBOTE
pBOTa 60 (23,6%) 11 (26,2%) 7 (25,9%)
HapyHICHHe 124 (48,8%) 14 (33,3%) 10 (37,0%)
areTuTa
Pa3IpAAHUTEILHOCTD, 89 (35,0%) 8 (19,0%) 4 (14,8%)
arpecCUBHOCTD
neGHIUT Macca Teaa 162 (63,8%) 29 (69,0%) 16 (59,2%)
3aJiepKKa pocTa 144 (56,7%) 22 (52,4%) 9 (33,3%)
«MaJible» CHMIITOMBI IeJTHAKHH
6011 B KOCTSIX/HOTax 5 (1,9%) 4 (9,5%) 2 (7,4%)
Kapuec 5 (1,9%) 0 0
TOJIOBHBIE 0OJTH 14 (5,5%) 4 (9,5%) 5 (18,5%)
OCCIOKOIHBIN COH 59 (23,2%) 4 (9,5%) 1 (3,7%)
3anopsl 20 (7,9%) 10 (23,8%) 5 (18,5%)
KOKHBIE BBICBHITTAHUS 83 (32,7%) 10 (23,8%) 9 (33,3%)
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AHanu3upys AaHHbIe TAOIULBI 7, MOXKHO 3aMETUTh, YTO y JAETEH B BO3pacTe
no 3 gjer uenuakus Haumbonee dacTo MaHU(pecTHpoBaja € TUIUYHBIX
racCTPOMHTECTUHAIBHBIX NPOsBICHUN. Tak, y neTeid nepBbIX 3 JIET )KU3HU KajJo0bl
Ha Juapero otmedanuch B 149 (58,7%) ciaywasix, 4To NPEBOCXOAUIIO YACTOTY
JTAHHOTO CUMITTOMa cOOTBeTCTBeHHO B 2,1 (p < 0,001) u B 2,3 (p = 0,002) paza no
CPaBHEHMIO C MallMeHTaMu B Bo3pacte oT 3 A0 7 jeT u crapue 7 jaet. XKanoOwl Ha
B3JIyTHE W YBEJIMYECHHE Pa3MEpOB KMBOTA KaK IMEpPBbIE CUMIITOMBI 3a001eBaHUS
TaK)ke HanboJjee 4acTo BCTPEUaANIMCh y JeTe Bo3pacTHOM rpynmsl 10 3 jmer — 118
(46,5%) cnydaeB, PEeBOCXO/AS TaKOBble y nered crapiie 7 jeT B 2,1 paza (p =
0,016).

B T10 )e Bpewms, y pgerei crapme 7 JIET B KIMHUYECKOW KapTUHE
manupecranuu nenuakuu B 100% ciyyaeB Ha mepBbId MJIaH BBICTYMAIH KaJIOOBI
Ha peUUIUBUpYIOIIHE aOJOMHUHAIbHBIE OOJIM, YacTOTa KOTOPBIX MPEBOCXOAUIA
TaKOBYIO COOTBETCTBeHHO B 2,5 (p < 0,001) u B 1,2 (p = 0,040) pa3a no cpaBHECHUIO
C MAallMEHTaMU B BO3pacTe OT 3 10 7 JET U crapiie 7 JeT.

3amopsl yaiie BcTpedanuch B Bo3pacte oT 3 go 7 net — 10 (23,8%) cinydaes,
YTO COOTBETCTBEHHO B 3 pasza yaiie, yeM B Bo3pacTHOM rpymnme g0 3 jet - 20
(7,9%) cayuaes (p = 0,002).

HeBponornueckue  mposBIEHUS  LEIHMAKUM, KAaK  CUMITOMBI €€
MaHHdecTanuy, Mpeodsiafand y JeTed Miaamiero Bo3pacTta. Tak, kamoObl Ha
HapylIeHHe  3MOLMOHaJIbHOTO  ¢GOHA W TOBEACHUS,  MPOSBISIONIAECS
pPa3apaKUTEIBHOCTBIO W arpecCHBHOCTBIO, Yy JETe B Bo3pacTe 10 3 JIeT
BcTpeyanuck B 89 (35,0%) cinyuasx, uro coorBerctBeHHO B 1,8 (p = 0,037) u B 2,4
(p = 0,031) paza yaie, yeM y aereit ot 3 1o 7 net u crapuie 7 net. Hapyuienus cHa
y JAeTedl mepBbIX 3 JEeT XU3HU peructpupoBamuch B 59 (23,2%) caydasx,
npeBocxozs TakoBbie B 2,4 (p = 0,045) pa3a y nauueHToB oT 3 10 7 1eT U B 6,3 (p =
0,019) pa3 y nereit crapiie 7 JeT.

XKanoOwr Ha medumnuT Beca ¢ MPUMEPHO OJUHAKOBOM YAaCTOTON OTMEYAHCh
BO BCEX aHAJIM3UPYEMbIX Ipylnax, OAHAKO, HU3KHE MOKa3aTeId MacChl Tejla Kak

CHUMIITOMBI KJIMHUYECKOU MaHI/I(I)eCTaI_II/II/I OeInaKuy HC3HAYHUTCIIBHO npeo6naz[ann
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y MaiueHToB B Bo3pacTe OT 3 g0 7 aet — 29 (69,0%) cnyuyaeB. 3agepkka pocTa
HauOoJiee YacTo BBISBISLIACH Y J€Tel nmepBhIX 3 neT ku3Hu — 144 (56,7%) cnyuyas,
MpeBbIlIas TAKOBYIO y MalMEeHTOB cTapiie 7 et B 1,7 pa3 (p = 0,021).

Ha pucynke 10 mpencraBieHbl moka3arenu GU3NIECKOTO Pa3BUTHA JETeH U

MTOIPOCTKOB aHAIIM3UPYEMBIX TPYIIIL.

4 2 2
3
1 | _ 1 T
2
1 0 0
0 * 066
L P | e i 1 s '
* 114 | s
| ’ * 147 * 146
2 _
-2 -2
-3
4 -3 3 .
-5 i
1 4 4
-6 = i
7 T 1 -5 T 1 -5 T
SDS pocTta SDS Beca SDS pocTta SDS Beca SDS pocTta SDS Beca
1o 3 jert, N = 254 3-7ner,n=42 crapiue 7 jger, n = 27

Puc. 10 — INokazamenu ¢uzuueckoeo pazsumus demeil ¢ yeauaxuell

6 3asucumocmu om sozpacma MaHuqbecmaL;uu 3a00/1e6aHUs.

AHanu3upys MoTy4YeHHbIC JaHHBIC, MOKHO 3aMETUTh, YTO MOKA3aTeIn pocTa
y JeTel B Bo3pacTe 110 3 JIET U B IpyIne OT 3 10 7 JIET CYIIECTBEHHBIX pa3Inyunii
HE MMEJIHM U COCTaBWJIM cooTBeTcTBeHHO -1,14 [-1,96; -0,21] SDS u -1,13 [-2, -
0,02] SDS. B To ke BpeMs MoKa3areib JJIMHBI Tella Y MAIUeHTOB cTapiie 7 JeT
COCTaBUII
-0,66 [-2,01; 0,5] SDS, npeBblmiasi TakoBO# y JIeTel MEPBBIX TPEX JIET )KU3HU B 1,7
pa3 (p = 0,034). Iloka3zarenu macchl Tela y JAET€ aHAIU3UPYEMBbIX TPYII B
3aBUCUMOCTH OT BO3pacTa MaHH(ECTAUd [EINaKud CYIECTBEHHO HE

pa3MyaIrch U COCTABHWIIN Y JACTeH MepBhIX 3 jeT xu3nu -1,47 [-2,26; -0,57] SDS,
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B rpymme ot 3 a0 7 net -1,46 [-1,85; -0,8] SDS, B rpymnmne crapmie 7 ner -1,22 [-
1,84; 0,03] SDS.
[IpoBeneHHbI  KOPPENSALMOHHBIA  aHAJIU3  [O3BOJWJI  BBISIBUTH DSl

3akoHOMepHocTe# (puc. 11).

100,0%
90,0%
80,0%
70,0%

60,0%
50,0% \

40,0% \
30,0% \

YacToTa CHMIOTOMOB, %0

—_— o
20,0%
10,0%
0,0%
J10 3 JeT 3 -7 ner cTapmie 7 JeT
Bo3pacT manHeHTOB, FObI
—8— JTnapes 3amop
AGnomuHanbEHEIE OOITH B3noytHe xHBOTA
PazpaxkHTeIbHOCTE BecnokoHHEI COH

Puc. 11 — Yacmoma xknunuueckux nposeieHull yeiuaxuu y oemetl u noOpoCcmros

VY nereir B Bo3pacTte 10 3 JET LEIUAKUs aCCOLMHPOBAaHA C JAUAPEHHBIM
cuaapomom (r = —0,22, p = 0,001). YacTtoTta aa00 Ha B3AyTHE M YBEIWYCHUE
KUBOTA TaKkKe 00PaTHO KOPPEIUPYET C BO3PACTOM 00CIeOBAaHHBIX MAIMEHTOB (I =
-0,11, p = 0,049). Masudecramus MNCIHAKUA C HeCHCIUDUICCKON
HEBPOJIOTHYECKON CHMIITOMATUKH  ACCOIIMMPOBAaHA C pPAHHUM  BO3PacTOM
oOcneToBaHHBIX OONBHBIX. Tak, MEXIy BO3pACTOM JETEH M YacTOTOW Kajmod Ha
Pa3IpPaKUTEITLHOCTh U arPECCUBHOCTD BBISABIICHA 00OpaTHasi KOPPEIAIMOHHAS CBSI3b
(r = 0,13, p = 0,016). XanoObl Ha OECIIOKOMHBINA COH TaKXe aCCOIMUPOBAHBI C

paHHHM Bo3pacToM Manupectamuu nenmuakuu (r = —-0,16, p = 0,005).
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B To ke BpeMst yacToTta kano0 Ha peluuaIuBUPYIOIINEe a0JOMUHAIbHBIE 00U
YBEJIMYUBAJIaCh C BO3PACTOM 00OCIJIEIOBAHHBIX MAIMEHTOB, O YEM CBHUICTEIIHCTBYET
HaJIMYUe TPSIMON KOPPEIIIMOHHON CBs3M My npusHakamu (I = 0,39, p<0,001).
3anopel, Kak MpOsiBIICHHE MaHH(ecTalluu IeIHaKuMl, acCOIMUPOBaHbI ¢ Oosee
cTapuiuM Bospactom OonbHbIX (I = 0,16, p = 0,004).

Nimroctpanuen MaHuecTauu LEJIMaKUU c TUITUYHBIX

raCTpOMHTCCTUHAJIbHBIX HpOHBﬂCHHﬁ SIBISCTCS KIIMHUYECKUU npumMep Nel.

Knunuueckuii npumep Nel

JlleBouka, 9 ner, BepBbIE OOpaTHIIaCh K TaCTPOIHTEPOJIOTY C KalobamMu Ha OONH B
KHBOTE, B SIMUTACTPATBHON M OKOJIOMYIIOYHOM 00NacTsX, B3AyTHE KUBOTA, YBEIUUECHUE KHUBOTA
B 00BeMe, SMU30/IbI PA3KIKESHHOTO CTYNA JI0 5 pa3 B CYTKH, BEIPQKEHHYIO TIOTEPIO MAcChl Tea,
M30MpaTeNbHBI  alleTHT, AaCTEHOBETeTAaTHBHBIE  MPOSBICHUS  (c1abocTh,  BSUIOCTb,
YTOMJISIEMOCTb).

N3 anamHe3a KU3HU M3BECTHO, YTO peOEHOK OT 3-eil OepemMeHHOCTH (IepBble 2
OCpEMEHHOCTH 3aKOHYWINCh pOJIaMU; JETH, CO CJIOB MaTepH, 3/I0POBHI), MPOTEKaBIICH Oe3
ocobenHocreld. Ponpl Tpetbu, cpounsie, B 39 men. Mp = 2550 r, L, = 49 cm. Ha rpygHom
BCKapMIIMBAHUU JI0 3-X MECSIIEB, B AaJbHEHIIEM MEPEBO Ha UCKYCCTBEHHOE BCKapMJIMBAaHUE.

AHaMHe3 3a0os1eBaHUsI: J€BOYKa OOJbHA B TEUEHHE MOCIEAHUX JBYX MECAIEB, KOTAa
BIIEPBbIC MOSBUIUCH KaAJIOObI Ha MOTEPIO MACChI Tella, YUallleHHbIH pazKMWKEHHBIH CTyln 10 5 - 6
pa3 B cytku. [Ipu oOcnenoBanuu B reMorpaMMe BbISIBJICHA aHEMHUs CpPEIHEH CTeNeHH TsHKEeCTH
(HGB 83 /1), B OMOXMMHYECKOM aHaau3e KpoBH — runeprpancamunasemust (AJIT 134,75 En/n,
ACT 162,01 En/n), HuU3KHE MOKa3aTelid ChIBOPOTOYHOTO >keie3a (1,6 MKMoJb/i), AehUIUAT
ButamuHa D (3 ur/mi). Ha ocHOBaHMM MOJTy4EHHBIX JAHHBIX 3aMI0JI03PEH JUArHO3 «IEIUAKUS,
B CBSI3M C Y€M IPOBEACHO CEpPOJIOTUYECKOE OOCIIe0BaHUE, B PE3YIbTaTe KOTOPOTO BBISBICHO:
autu-TTD IgA 121 Ex/mn (Hopma 0 - 100 Ex/mn), antu-TTT 1gG 23,2 En/ma (mopma 0 - 25
En/mn), ATA-IgA 144,7 En/mn (Hopma 0 - 12,5 En/mn), AT'A-1gG 127,4 En/mn (Hopma 0 - 12,5
En/mn). IlocraBnen auarno3: nenuakus, TUNUYHas Popma, KIMHUKO-TabopaTopHOE 000CTpEHHE.
3anepkka (DU3NYECKOTO pa3BUTHs, OOYCIOBIEHHAs TSDKENOM OEIKOBO - HHEPreTHYecKO
HEJIOCTaTOYHOCThIO. AHEMHUSI CpeJHEeH CTeNeHHM TSKECTH CcMellaHHoro rexesa. IIposeneHo
neueHue: OE3MTIOTEHOBasl IHMeTa, KpeoH, ManbTodep, akBagerpuM. Ha ¢oHe mpoBoanmoii
Tepanuu 6e3 MOJOKUTENbHON TUHaMHUKH. be3rmoreHoBas queta coOmoaanace, co CJIoB MaTrepH,
HecTporo. OtTMmeyasioch coxpaHeHue 00JeBoro  abJOMHHAIBHOTO CHHIPOMA, JHApeH,
MporpeccupoBasia MmoTeps Macchl Tena. B CBs3u ¢ MOAO3pEeHHEM Ha KHUIIEUHYI HHQEKIUIO

HESACHOM OJTHOJIOTMH U TSOKECTh COCTOSHHUS JI€BOYKa roCIMTAIM3UPOBAHA B OTACIICHUC
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peanumaiuu 1 uHTeHcuBHOM Tepanuun  I'BY3  CK «KpaeBas cneumanusupoBaHHast

uHpekuuonHass OonpHuna» I. CraBponons. IIpoBeneHo o6cnenoBaHue, HO  pe3ylbTaTram
KOTOPOTO BBISIBIIEHO: B TeMorpamMmme — aHemusi Tsbkenod crenenn (HGB 71 r/m), B

OMOXMMHYECKOM aHajM3e KpPOBHM — TUNonpoTemHemMus (ooumii Oemoxk 39,0 1/m),

runoanbOymuHemust (anp0ymus 18 1/1m), runeprpancamunazemus (AJIT 36 En/n, ACT 47 En/n).
[TocraBnen muarHo3: Llenwakus TUMHMYHAs, BIIEpBBIE BBISBICHHAS. BemKoBO - »HEpreTHyecKas
HEIOCTAaTOYHOCTh TSDKENoH creneHn. Kaxekcus. AHEMHsI CMEIIAaHHOTO TeHEe3a TSHKEJION CTETeHH.
Okcuko3 2-3 crenenu. [IpoBeneHo yeueHne: napeHTepaabHas peruaparanus ¢ UCI0JIb30BaHUEM
COJIEBBIX PACTBOPOB, OpajibHAas peruaparanus, MapeHTepalbHOe TMUTaHHe, COPOCHTHI,
npobuotukn. Ha QoHe Tepamum cOCTOSHHE CTaOMIM3UPOBAIOCH MO0 OCHOBHBIMH BUTAIBHBIM
JanbHEHIero oOCIemoBaHUI |

JedeHuss peOeHOK

¢bynkuusam. s

ractposHTeposnorundeckoe oraenenue 'bY3 CK «AI'Kb um. I'K. ®ununmnckoro».

nepeBefiecH B

O0bexTUBHBIE JaHHBIE: 00IIee cocTosiHue pebeHka Tsokenoe. PebeHok Oe3yuacrtel,
AMOITMOHAIBHO JIA0MJICH. AHTpOTIOMETpUIECKUEe Moka3aTesn: pocT —121 cm, macca Tema — 16 kr,

UMT - 10,9 kr/m"2 (puc. 12).

T

T

Age: 9yr 0mo (108mo), 2-score: -3,86

380 4

Age: 9yr 0mo (108mo), z-score: -1,94

4350 |
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Poct / Bo3pact

Age: 9yr Omo (108mo), z-score: 4,14

Iﬁf\
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/ 250
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Puc. 12 — Oyenka gpusuuecxozo pazsumus nayuenma
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KoxHble TOKpOBBI OJ€AHO-pO30BBIE, CyXHe, CBIMM HeT. [l0IKOKHO-)KUPOBOW CIIOM
oTCcyTcTBYeT. Typrop TKaHel M TOHYC MBINII CHWKEHBI. llepuopOuranbhbie TeHU. JKUBOT
yBeIMYeH B 0O0BEMe, B3IYT, NMpH MaIbMNAUN MSTKHHA, OOJIE3HEHHBIH B SHUTacTpalbHON U
okojiomynouynoi oo6bmactsax. Crtyn nmo 5-6 pas B jaeHb, 5-6 Tunm mo bpucronbckoil Imikaie,
OOWJIBHBIN, 37I0BOHHBIH, C (pparMeHTaMu HETIePEBAPEHHON MHUIIH.

IIpoBeneHo o6caeroBaHueE:

e 00mMIi aHATN3 KPOBH: aHEeMHUs cpenHei cremenn Tsoxectn (RBC — 3,78*10'%/L, HGB —
75 g/L, HCT — 25,3%, MCV - 66,9 fL, MCH — 19,8 pg, MCHC — 296 g/dl, RDW —
19,1%).

® OMOXMMHYECKOE MCCIIEeJOBaHNE KPOBU: cUaeporeHus — 2,94 Mxmods/n (Hopma — 7,2-21,5
MKMOJIb/1T), Tunieprpancamuaazemus — AJIT 45,4 En/n (mopma 0-32 En/m), ACT 40,4
En/n (mopma 0-31 En/n), runonporemnemuss — 43,2 r/n (wopma 60-80 r1/1),
runoanboymuaemust — 17 v/n (nopma 38-54 r/m).

o antu-TTI: IgA 76,5 Ex/n (Beie 20,0 En/m — monmoxwutenbrsiii), 19G 20,1 Ex/n (amke 25
En/n — orpuniarenbHslif).

e oKcrpecc - Tect Ha renmakuto BIOHIT: pe3ko monoxxutesHBIN.

e ananu3 kpoBu Ha DMA: TuTp 1:1280 (HOpM™Ma 10 1:2,5).

e OOI'JIC: cnmu3ncTas IBEHAUATUIIEPCTHON KHILIKK PhIXJias, OTeUHasi, CKJIaJK! CTJIa)KEHBbI,
HMMEIOT BBIPAKEHHYIO MOTIEPEYHYIO HCUEPUEHHOCTD.

e wMopdonornueckoe wuccienoBanne COTK: ToranmpHas arpodus BOpPCHUH, TIyOOKHE
kpunthbl, ¢pparmenTel COTK ¢ BeipakeHHOH TMM(DO-TIIIa3MOIIUTAPHON MH(HIBTpaIeH.
Omnwucannas kaptiuHa cootBercTByeT craauu 3C mo M-Ob.

Ha ocHoBanuu naHHBIX >kano0, aHaMHE3a, XapaKTEpPHOW KIMHUYECKOW KapTUHBI
LeIHaKUM, OOYCIIOBJICHHOW pa3BUTHEM CHHIpOMa MainbaOCOpOIHMK, a TakkKe pe3ylibTaToB
1ab0paTOPHBIX U UHCTPYMEHTAJIBHBIX METOJIOB 00CTIEI0BAHUS MTOCTABIIEH AUArHO3!

OcHoBHo#i: Llenunakusi, BriepBble BbISBICHHAS, CTAAMSI IEKOMIICHCAIIH.

Ocnoxuenne: Tsokenas OENKOBO — 3HEpreTudeckasl HeJOCTaATOUHOCTh. AHEMHUS TSDKENOH

CTCIICHHU CMCIIaHHOI'O I'C€HE3a ()KeJ'IeL’»O,Z[e(I)I/ILII/ITHaH + XPOHHYCCKOI'O 336OJICBaHI/I$I).

OnucanHoe  KJIMHMYECKOE  HAONIONEHHE  HAMISIIHO  [OKa3bIBaeT
MaHUA(DECTauIo IEeTWakKui C TUIAYHBIX KHIICYHBIX TMPOSBICHUM, a TaKKe
JEMOHCTPUPYET  OCHOBHBIE  3aKOHOMEPHOCTH  (OPMHUPOBAHHS  CHHIpOMA
MasibabcopOIMK, TMPUBOASIIETO K Pa3BUTHIO OEIKOBO - JHEPreTHUYeCKOu

HEJOCTATOYHOCTH, OTCTaBAaHUIO B  (PU3UYECKOM  PaA3BUTUU, HAPYILICHUIO
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BCACBIBAHUS OCHOBHBIX MAKpO - U MHUKPOHYTPHUEHTOB C Pa3BUTUEM JA€(PULIUTHBIX
cocTOsHMM  (Kene3onePUIMTHON  aHemMuu,  jaedunmMra  BuTamuHa D).
OcoOOEHHOCTBIO JTaHHOTO Ciy4asl SIBISIETCS JOCTAaTOYHO TMO3JHMA BO3pacT
MaHu(pecTanuu 3a001€BaHUs C arPECCUBHBIX U SIPKO - BBIPAXKEHHBIX KIMHUYECKHUX
MPOSIBJIEHUH, YTO AUKTYET HEOOXOAMMOCTh CKPUHMHTA LIEJIMAKUH Y AETeH paHHero
BO3pacTa, YTO MO3BOJIUT OOJErYuTh MPOTHO3 3a00JI€BaHUS U YITYUIIUTh KaueCTBO
’KU3HU MALUEHTOB.

B 3aBucumocTH OT BO3pacTa IOCTAHOBKHM JMarHo3a oO0Ciel0BaHHBIE
NalueHThl pas3zesieHbl Ha rpynnsl: 10 3 ser (152 pebenka), ot 3 go 7 aet (100
nereit) u crapme 7 ner (71 marmument). B Tabmuie 8 mnpuBeneHBI JTaHHBIC,
OTpaXkaroue 0COOCHHOCTH KIMHUYECKON KapTUHBI LETUAKUU y 00CIIeOBAaHHBIX

}IGTGﬁ " IMOAPOCTKOB B 3aBUCUMOCTH OT BO3pPaCTa BCpI/I(l)I/IKaIII/II/I AruarHo3ia.

Tabmuma 8 — Knuauka nenuakuu y aetei

B 3aBUCUMOCTHU OT BO3pacTa BepI/I(bI/IKaIII/II/I 3a00J1eBaHU

Kanandeckue
CHMIITOMBI HEJIHMAKHHU

Bo3pact manudecranum 3a60/1eBaHus

1o 3 JerT,
n-152

3 -7 xaer,
n—100

crapuie 7 JieT,
n-71

«boabume» CHMIITOMBI neJInaKumu

apest

97 (63,8%)

49 (49,0%)

23 (32,4%)

B3YyTUC U YBCIIMUYCHUC
PasMCPOB KMBOTA

84 (55,3%)

36 (36,0%)

19 (26,8%)

DCLHIMBHPYIOLIHC 39 (25,7%) 64 (64,0%) 60 (84,5%)
00JIU B KUBOTE
pBOTa 42 (27,6%) 24 (24,0%) 13 (18,3%)
HapyIICHHE aNMeTUTa 71 (46,7%) 49 (49,0%) 29 (40,8%)
Pa3IpakKMTELHOCTb, 59 (38,8%) 23 (23,0%) 18 (25,4%)
arpecCUBHOCTD

neduInT Macca Tena

93 (61,2%)

65 (65,0%)

48 (67,6%)

3aJICPKKa poCTa

77 (50,7%)

61 (61,0%)

37 (52,1%)

«MaJjible» CHMITOMBI HEeJTHAKNN

6051 B KOCTSIX/HOTax 3 (1,9%) 2 (2,0%) 7 (9,9%)
Kapuec 3 (1,9%) 1 (1,0%) 1 (1,4%)
TOJIOBHBIE 0OJIH 3 (1,9%) 4 (4,0%) 16 (22,5%)
OCCIIOKOIHBIN COH 38 (25,0%) 15 (15,0%) 11 (15,5%)
3anopsl 12 (7,9%) 15 (15,0%) 12 (16,9%)

KOXXHBIC BBICBIITAHU S

48 (31,6%)

36 (36,0%)

32 (45,0%)
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AHanv3 JaHHBIX, TPUBEICHHBIX B Tabnuie 8, AEMOHCTPUPYET, YTO
KHUIIIEUYHbIE TPOSIBIICHUS LEeJIMaKuu, Kak HauOoyliee MMaTOTHOMOHUYHBIE st
3a00J€BaHUsI, HA MOMEHT MOCTAaHOBKH JMarHo3a Haubosee 4acTO OTMEYauCh Y
neTel paHHero Bo3pacta. Tak, Auapest y MallueHTOB B BO3pacTe A0 3 JIeT BhISIBICHA
B 97 (63,8%) ciydasix, mpeBOCX0/1sl TakoBYI0 B 1,3 pa3a B mereit rpyniibsl oT 3 10 7
net (p = 0,020) u B 1,9 pa3 1o cpaBHEHUIO C MalMEHTaMU, JUATHO3 y KOTOPBIX
BepuduiupoBad B Bo3pacte crapuie 7 et (p <0,001). XKanoOvl Ha B3AyTHE U
yBEJIMYCHUE IKMBOTA B pa3Mepax Ha MOMEHT Bepu(UKaUM [EIHAKUUA C
HauOOJbIIICH YacTOTOW PEruCTPUPOBAINCHL Yy JeTel paHHero Bo3pacta — 84
(55,3%) u npeBOCXOAWIM YACTOTYy JAHHOTO CHUMIITOMA B JIBYX MOCIEAYIOUIUX
aHaJIM3MpyeMbIX rpymnmnax coorBerctBeHHo B 1,5 (p = 0,003) paza u B 2,1 (p
<0,001) paza. B 1o e BpeMsi K MOMEHTY IOCTAHOBKH JIMAarH03a pelHINBUPYIOIINE
abiomuHaIbHbIe 00 HanboJiee YacTo OTMEYAINCh Y JIeTed CTapIIero BO3pacTa.
Tax, 6omu B )xuBOTE y feTei crapiie 7 et BoisiBiaeHbl B 60 (84,5%) cinydasx, 4ro B
1,3 pa3 yame, yem y aereit ot 3 go 7 net (p = 0,004) u B 3,3 pasza yaie, 4eMm y
neredt mepBeix 3 seT xku3HU (p <0,001). XKamoOwl Ha 3amopsl MPU MMOCTAHOBKE
JAWarHo3a 4aile BCTPEYAIWCh y nalueHtoB crapmie 7 jaetr — 12 (16,9%),
MIPEBOCXO/IsI TAKOBBIE B 2,1 pa3 y manueHToB nepBbix 3 et xxu3nu (p =0,044).

HeBponoruueckasi cuMIToMaTuka dyaiie OTMEYalach y JAETEH, MUarHo3 y
KOTOpHIX BepU(UIMPOBAH B paHHEM Bo3pacTe. Tak, pa3IpakUTEIbHOCTh H
arpeccuBHOCTB Yy zeTeit 10 3 net Berpevanack B 59 (38,8%) cinyuasx, uro B 1,7 pa3
qaie, 4yem y mamueHToB ot 3 mo 7 net (p <0,001) u B 1,5 pa3 yame, yem y nerei
crapmieit BozpactHoi rpymmbl (p = 0,049). XKamoOsr Ha OecHOKOWHBIH COH Ha
MOMEHT BepuUKaIMK JguarHo3a ObUTM BbIABICHBI y 38 (25,0%) manueHToB
MEepBBIX 3 JET KWU3HU, NPEBOCXOIAS TAaKOBble B 1,7 pa3 mO CPaBHEHUIO C
naureHTamu rpymmnsl ot 3 g0 7 net u crapue 7 net (p = 0,057). B 1o xe Bpewms,
TOJIOBHBIC OO HAa MOMEHT JIMAarHOCTHKH IICIMAKUHM BBIABICHBI y 16 (22,5%)
MalMeHTOB cTapiie 7 JIeT, YTO NPEBOCXOAMT YACTOTy AAHHOTO MPOSIBICHUS
LIeJMaKUK B TPyIax ot 3 10 7 JeT ¥ 10 3 JIeT cOOTBeTCTBeHHO B 5,6 (p <0,001)

pazu B 11,8 (p <0,001) pas.
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[Ipu aHanu3e AaHHBIX TaONMIBI OOpamiaer Ha ce0s BHUMAHUE YBEIUYECHHE
JOJIA JIeTeM CTapIiero Bo3pacTa C BHEKHUIIEUYHBIMU MPOSBICHUSIMHU LEIUaKUU
(occanrum, AEpMaToOIOrMYeCKUe U3MEHEHHUS) HA MOMEHT BepuU(UKAIIMU JUarHosa.
Tax, HauOombIIIee KOJTUYECTBO MAIIMEHTOB C KOKHBIMU BBICHITIAHUSIMU BBISIBJICHO B
crapiieii BozpactHou rpynme — 32 (45,0%) ciydas, npeBocxoas B 1,4 paza B
rpynne nereid nepBbeix 3 net xku3Hu (p = 0,051). XKanoObl Ha Gomu B KOCTAX U
HOTax HamOoJiee YacTO PETHCTPUPOBAIUCH Yy JETeH cTapiie 7 JIET, MPEeBOCXOAsS
JIOJTIO TIAIIMEHTOB C JaHHBIMU CUMIITOMaMu B 4,9 pa3 Mo CpaBHEHUIO C TPYIION OT
3 o 7 net (p = 0,024) u B 5,2 pa3za o cpaBHeHuro ¢ aeTbMu 10 3 1eT (p = 0,009).

OuyeBUIHO, YTO € BO3pacTOM Yy JeTed OTMeYaeTcsi IMOCTEIEeHHOE
CIJIQ)KUBAHUE TUIIMYHBIX MPOSBICHUM LETUAKWUU, 3aMETHO YMEHBIIAETCSI 4acToTa
qUMaped U HEYCTOMYMBOTO CTyja, OJHAKO, YBEJIMYMBACTCS JOJS TMAalMEHTOB C
BHEKUIIICYHBIMH TTPOSIBIICHUSIMH, YTO 3aTPYTHSAET MPOIECC TOCTAHOBKHU JIMarHO3a U
OTOJIBUTAET CPOKHU Hayayia COOIOICHUsI OOTBHBIM O€3TITFOTEHOBOMN JTUETHI.

B kadecTBe WILIIOCTpalMu JMArHOCTUKU LEJIHMAKUK C TpeobiagaHUeM B
KJIIMHAYECKOW KapTHUHE BHEKUIIEYHOW CUMIITOMAaTHMKUA TMPUBOAUM KIMHUYECKUUN
npumep Ne2.

Knunuueckuit npumep No2

HeBouka, 14 net, noctynuna B ractposnteposiorundeckoe ornenenue I'bY3 CK JII'Kb um.
I'K. ®ununmckoro ¢ kagobdamMu Ha H36HpaTeHBHBIﬁ AllIrIeTUuT, HU3KUC HpI/I6aBKI/I MacCcChl TCJia,
ACTCHOBEICTAaTUBHBIC ITPOABIICHUSA (CH&GOCTB, BAJIOCTD, ITIOBBIIIICHHAA YTOMJ'IHCMOCTI)), T'OJIOBHBIC
6OJ'II/I, 6.]'ICI[HOCTB KOJKHBIX ITOKPOBOB, BBICBIITIAHUS B JIOKTCBBIX CFI/I63.X, IIOAKOJICHHBIX sMKaX, Ha
66,[[an, Aroaunnax, 3y, CyXOCTb KOKHBIX IIOKPOBOB B MECTax JIOKaJIM3alluU 3JICMCHTOB CBIIIH.

AHaMHe3 3200J7IeBaHHS. CO CJIOB, ’)KanoObl Ha BBICBIIIAHHUSA, 3y, CYXOCTb KOKHBIX
IIOKPOBOB 0OECIOKOST pe6eHKa ¢ 3 net xu3Hu. Ilo AaHHOMY IMOBOAY HEOAHOKPATHO O6paIlIaJ'II/ICB
K ICAUaTpy, aJUICProJiory 1mo MECTy KUTCIIbCTBA, IIOCTABJICH AWATHO3!: aTONMUYECKUM ACPMATUT.
Honyqana JICYCHHUC: TOIMUYCCKUC TTIFOKOKOPTHUKOW I, AHTUTHCTaMHMHHBIC npemnaparsl,
KOCMCTUYCCKUC YBIIAXKHAOINIHUEC CpEeACTBA [UIA YyXOda 3a Koxeit. Ha (1)0He TCparuu
MOJOKHUTEILHOU AUHAMHUKHU HE OTMEYAJIOCh, COXPAHAINCH JKaIoOBl Ha 3yAd U BBIPAXKCHHYIO
CYXOCTh KOKHBIX IIOKPOBOB B MECTAX JIOKAJIMW3allUU CBbIIIH. B mae 2021 roga IiepeHecCIa

BCTPAHYIO OCITY, ITOCJIC YCTO BBICBHIIIAHUA YCUIIUIINUCDH. KpOMC TOT'O, MMOSABHUIINCH ’KalmoObl HAa OTKa3

OT IIpUcMa MMrIHu, H36HpaTeJ'IBHBII>i AlllICTUT, ITOTCPIO MACCHI TCJIa (- 2 Xr 3a MCCSII_I), BBIPAKCHHBIC
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aCTEHOBETeTaTUBHBIC MpOsBICHUS. OOpaTWINCh K JEPMATOJIOTY, BHOBb IOCTaBJICH JWArHo3
«aronuueckuii aepmatuty». IIpoBeneHo ledeHue: Kypchl MH(GY3MOHHON Tepanuud CUCTEMHBIMU
IJIIOKOKOPTUKOUIAMU, Tpenaparbl TONUYECKUX IIIOKOKOPTUKOMIOB MECTHO Ha 3JIEMEHTHI ChINH,
aHTUTHCTaMUHHBIE TIpenapaTel. Ha done Tepamuu 6e3 mojoxuTenbHoi auHaMuku. OOpaTtuimmch
K IenuMaTpy IO MECTy >KUTEIbCTBA, PEKOMEHJIOBAaHO CTAllMOHAPHOE JICUEHHUE B YCIOBUAX
racTPO’HTEPOJIOTUYECKOTO OTAEICHHUS.

O0beKkTHBHBIE JaHHBIE: 00IIee COCTOSHHE peOCHKa CpemaHed crerneHu Tsokectd. [lpm
OCMOTpe pPEeOEHOK MaJloaKTHUBEH, OTMEUYAeTCsl IOJAaBICHHOCTh HACTPOEHHS, SMOIMOHAJIbHAs
NaOMIBHOCTh. AHTPOTIOMETPUYECKHUE TTOKazaTenu: pocT — 167,5 cM, macca tena — 43 kr, UMT —

15,3 (kr/M"2) (puc. 13).

T T T T 190 T _
4350
+250

Age: 14yr 6mo (174mo), 4350 18 Age: 14yr 6mo (174mo), z-score: 088
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-35D
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Puc. 13 — Oyenxka gusuuecrkoeo pazeumus nayuenma

KoxHble MNOKpOBBI OJeqHble, CyXHe, MHOXXECTBEHHbIE ISTHA TUIEPIUTMEHTAaIUN
OKpYIJI0# (pOpMBI; IPUTEMATO3HO-CKBAMO3HBIE BBICHIINTAHUS B MOJKOJICHHBIX SMKaX, Ha SITOJUIIAX,
Ha TepeiHel MOBEPXHOCTU TONieHW, Ha manbnanax Hor (puc. 14). TloakoHO-KHUPOBOW CIOi
pa3BuT ciabo, pacmpeneneH paBHOMEpHO. JKUBOT OKpyriioil (opMbl, CHUMMETpUYEH, HE B3IYT,

IIpHU ajiblanu MHFKHﬁ, HE3HAYUTEILHO OOJIC3HEHHBIN B OKOHOHYHOQHOﬁ o0acTH. CTYJI 1 pa3 B
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neHb, 4 tun no bpucronbckoil mikane (KoaOacOBHIHBINA, ¢ MATKON U IVIaJKON MOBEPXHOCTHIO),
0e3 MaToJIOTUYECKUX MPUMECEH.

IIpoBeneno o6caeroBaHueE:

o antu-TTI: IgA 96,68 En/n (Beime 20,0 En/nm — monoxxkurensueiit), 190G 8,63 En/n (Huxe
25 En/n — oTpUnaTeNbHBIH).

e OMA: tutp 1:40 (Hopm™ma 10 1:2,5).

e HLA-TunupoBaHue ajienei mpeapacnooKEHHOCTH K LEIHaKuu: BbIsBIeH reHoTun DQ
2 (DgA 05:01 05:01 DgB 02:01 03:01).

o ODIJIC: cnusucTasi IBEHAIATUTIEPCTHON KUIITKU PhIXJiasi, OTEUHAsl, CKIAJKH CTJIaXKEHBI,
MUMEIOT BBIPAXEHHYIO MTOTIEPEUHYIO0 HCUEPUECHHOCTD.

e wMopdomorndeckoe wuccienoBanne COTK: ToTanmpHast arpodusi KHIIEUHBIX BOPCHH,
TyOOKHE KPHUNTHI, BBIpOKEHHAsT JTUMO-TimazMoruTapHas uHGmibTpamus. OnucanHast

Mopostoruueckas kKaptuHa cootBeTcTByeT craguu 3C mo M-Ob.

Puc. 14 — Dnemenmol coinu nayuenmku

Ha ocnHoBanmnu JaHHBIX )KaJ'IOG, aHaMHE€3a, JaHHBIX 0OBEKTUBHOTO OCMOTpa, a TaKKe
PE3YIbTATOB J'Ia60paTOpHBIX U UHCTPYMCHTAJIbHBIX METOIOB O6CJ'ICI[OBaHI/I${ MOCTAaBJICH AWArHo3:
OCHOBHOI1: LECJINaKHs, BIICPBLIC BLISIBJICHHAA.

ComnyrcTByromuii: reprneTuGopMHbIN AepMaTuT JfopuHra.

[IpuBeneHHBIM  KIMHWUYECKHM  IPUMEp  HAIOHO  JEMOHCTPUPYET

0COOCHHOCTH KJIMHAYECKOMN KApTHHBI LEJINAKAN oe3 TAMTUYHBIX
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raCTPOMHTECTUHAJIBHBIX MPOSIBICHUHN, TPYIHOCTH B BepUPUKauu 3a001eBaHUS U

MPOBEJICHUU nuddepeHuantbHoN JIUArHOCTUKU npu OTCYTCTBUU

HAaCTOPOKEHHOCTM B OTHOUIEHMM  LEJIMAKUM  Bpaued  amOynaTopHO-
MOJMKIMHUYECKOTO  3B€Ha W CHCLHUAIMCTOB  CMEXHBIX  MEIULIUHCKHX
CHenuaIbHOCTEM, 4YTO MPUBEIO K MO3IHEW Bepudukanuu 3a0o0jeBaHUsA, IPU
NEePCUCTUPOBAHUU JI€PMATOJIOTUYECKUX MPOsIBIICHUI B TedeHue 10 ser.
OO6cnenyeMble MAMEHTHl paslieleHbl Ha TPU TPYIINbl B 3aBUCUMOCTH OT
JUTMTEIHOCTH JIAaTEHTHOTO TEepuoja: mepByro rpynny coctaBwin 174 (53,9%)
pebeHKa ¢ JUIUTENBbHOCThIO 3a0oneBanus 10 2 yet, Bropyto — 97 (30,0%) nereit,
JUTUTETLHOCTD JIATEHTHOTO MEpHoa Y KOTOPhIX HaXoquiach B Mpejaenax oT 2 110 5
JIeT, U, HAKOHEN, TpeThio rpynny — 52 (16,1%) nmanueHTa ¢ JIUTEIBHOCTBHIO

CHUMIITOMOB ICJIUAKHUHN 10 BepI/I(i)I/IKaIII/II/I ArUardHo3a CBBIIIC 5 merT.

Tabmuma 9 — Kinauka 1nenvakuu y aeTeil B 3aBUCUMOCTH

OT UIMTCIIbHOCTH JIATCHTHOI'O IICPHOIa

I[JII/ITCJIBHOCTB JATCHTHOI'0 nmepuoaa

Kanandeckue

CUMIITOMBI IECJIHMAKHHA

J10 2 JIeT,
n-174

2 - 5 aer,
n-—97

OoJee S Jer,
n—>52

«boabume» CHMIITOMBI neJInaKumu

apest

106 (60,9%)

43 (44,3%)

18 (34,6%)

B3YyTUC U YBCIIMUYCHUC
PasMCPOB KMBOTA

94 (54,0%)

28 (28,9%)

18 (34,6%)

DCLHIMBHPYIOLIHC 57 (32,8%) 67 (69,1%) 39 (75,0%)
001U B )KUBOTE
pBOTa 48 (27,6%) 23 (23,7%) 8 (15,4%)
HapYIICHHUE aleTUTa 82 (47,1%) 44 (45,4%) 23 (44,2%)
PasipLRUTEILHOCTE, 61 (35,1%) 21 (21,6%) 19 (36,5%)
arp€CCUBHOCTb

neduInT Macca Tena

101 (58,0%)

66 (68,0%)

40 (76,9%)

3aJICPKKa pocCTra

86
(49,4%)

55
(56,7%)

35 (67,3%)

«MaJjible» CHMITOMBI HEJIHAKNH

601 B KOCTSIX/HOTax 5 (2,9%) 0 7 (13,5%)
Kapuec 3 (1,7%) 0 2 (3,8%)
TOJIOBHBIE 0OJTH 4 (2,3%) 7 (7,2%) 12 (23,1%)

OECIIOKOMHBINA COH

37 (21,3%)

12 (12,4%)

15 (28,8%)

3a1opbl

19 (10,9%)

13 (13,4%)

7 (13,5%)

KOXXHBIC BBICBIITAHU A

54 (31,0%)

34 (35,0%)

12 (23,1%)
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B Ttabmune 9 mpencraBneHa cpaBHUTENbHAs XapaKTePUCTHUKA MAIMEHTOB
aHAJIM3UPYEMBIX TPyMN. AHATU3UPYS JaHHbBIE TAOIHIIbI, MOXXHO 3aMETUTh, YTO IO
Mepe YBEIMYEHUS! TPOAOKUTEBHOCTH 3a001€BaHUsl YMEHbIIAETCA J10JI JETEH C
IUapeHbIM CUHIpPOMOM. Tak, *anoObl HAa Pa3KWKEHHBIM YYalleHHBIA CTyad Yy
JeTed ¢ JUIMTENbHOCTRIO JIATEHTHOTO nepuoaa 1o 2 et otmedeHsl B 106 (60,9%)
ciyyasix, 4to B 1,4 pasa yaie, yeM y narueHToB Bropoi rpynisl (p = 0,009) u B
1,8 pa3 wvame, no cpaBHeHuto c¢ Tpetbeil rpynmnoit (p <0,001). Anamoruunas
3aKOHOMEPHOCTD BBISIBJIEHA U B OTHOIIIEHUHU YaCTOTHI JKaJI00 Ha B3JyTHE KUBOTA:
npeoOajaHre JaHHOTO CUMIITOMA OTMEUEHO CPE/Id MAIMEHTOB MEPBOM IPYIIbI —
94 (54,0%) cinydaes, uto B 1,9 pa3 uaie, yem y aereit Bropoit rpymmsl (p <0,001)
u B 1,6 pa3 ygaie, yeM B TpeTbeit rpymme (p = 0,015).

B 10 e Bpems, mo Mepe CHUXCEHHUS 4YacTOThl ajdo0 Ha Juapero Hu
METEOPU3M, C YBEIUYCHUEM MPOIODKUTEILHOCTH CHUMITOMOB 3a00J€BaHUS
OTMEUaeTCsl TCHJCHIUS K HapacTaHUIO JOJIM JeTed ¢ a0JOMHHAIBLHBIMU OOJISMHU.
Tak, peuuauBupyromre 00JIM B KUBOTE MPU JUTUTEILHOCTH 3a0osieBanus Oolee 5
net BoiABIEHBI B 39 (75,0%) cnydasx, mpeBbllliasi YaCTOTY TaKOBBIX B 2,3 pasza y
HAIMEeHTOB C JJATEHTHBIM reproaom 1o 2 jet (p <0,001).

CnexyeT OTMETHTb, YTO TI0O MEpE YBEIUYECHHS MPOAOKUTEILHOCTH
JATEHTHOTO TIepHOla UEJIHMaKUM y TMAlMEeHTOB  aHAJU3UPYEeMbIX  TPYIII
YBEJIIMUMBAETCS YaCTOTAa BHEKMILIECYHBIX MPOSBICHHWMA. Tak, >kamoObl Ha KOCTHBIE
00JM TIPH CYIIECTBOBAHMHU CHUMIITOMOB 3a0oJieBaHUsl Oojiee 5 JIeT BBISBJICHBI B 7
(13,5%) cinyuasix, uro B 4,7 pa3 yaille, 4eM Yy MAIMEHTOB C JIATEHTHBIM MEPUOJIOM,
He npesbimapmuM 2 et (p = 0,003). TonoBabsie OGomu Takxke HamboJIee YacTo
PETUCTPUPOBANINCH y MalMEHTOB TpeThel rpynnbl — 12 (23,1%) cayuaes,
MIPEBOCXOS YaCTOTY TaKOBBIX B 3,2 pa3a y nmauueHtoB Bropoi rpynmnsl (p = 0,006)
u B 10 pa3 y manmenToB riepBoit rpynmsl (p <0,001).

OTnensHOTO BHUMAHUS 3aCTy)KMBaeT OIEHKA YaCTOTHI )KaJI00 Ha AeUIIUT
Macchbl T€a U POCcTa B 3aBUCMMOCTH OT BPEMEHM CYIECTBOBAHHUS 3a00JICBAHMUS.
3aKOHOMEpPHO, YTO MpH JJIUTEIBHOCTH JIATEHTHOTO TIiepuoja Oojee 5 JeT y

MalMEeHTOB aHAIM3UPYEMBIX TPyHI kajaoObl Ha nedUIUT Beca BbIsiBIEHBI B 40
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(76,9%) cnyuasx, yro B 1,3 pa3za yame, 4eM y JeTed C CYIIECTBOBaHUEM
3aboneBanus Menee 2 et (p = 0,014). AnanorndHasi 3aKOHOMEPHOCTh OTMEUEHA U
B OTHONICHUHU >KaJlo0 Ha 3aJEPKKy pOCTa: C HAWUOOJbIIEH YacTOTOM JaHHOE
MpOSIBJIEHUE BBISIBICHO B TpeThei rpynme — 35 (67,3%) cioydaeB, mpeBbllIas
JaHHBINA Mokaszarens B 1,4 pa3a y mauueHToB nepBoil rpymisl (p = 0,024).

Ha pucynxke 15 npeacTaBieHbl moka3aTeian OTKIOHEHHS pOCTa M MacChl Tena

MalUCHTOB B 3dBUCUMOCTHU OT AJIMTCIIBHOCTH JIATCHTHOTO IICPHUOAa HCIINAKNN.
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SDS pocTta SDS Beca SDS pocTta SDS Beca SDS pocTta SDS Beca

1o 2 jger, N =174 2-5nmer,n=97 Boaee 5 ger, n =52

Puc. 15 — Anmponomempuueckue nokazamenu y oemetl ¢ yeauaxueu

Menunana SDS pocTa y manueHTOB TpeThell rpymibl coctaBmia -1,83 [-2,99;
-0,65], uro B 1,6 pa3 HmKke, yeM y neteit u3 BTopoi rpynmsl: -1,12 [-1,81; -0,45]
SDS (p =0,011) u B 1,8 pa3 Hike, yeMm y naruentoB 1 rpymmsl: -0,99 [-1,68; 0,1]
SDS (p <0,001). Ananorn4yHasi 3aKOHOMEPHOCTb XapaKTepHA W JJIA TOKa3aTels
SDS wmaccel Tena, MenraHa KOTOPOro y MalueHTOB C JUTUTSIIBHOCTHIO CUMIITOMOB
3a0oneBanus Oonee S5 jet cocraBuna -1,77 [-2,98; -1;08], uto B 1,3 pa3 meHbIIe,
4eM y JeTeH ¢ JIMTEIbHOCTBIO JJAaTCHTHOro neproaa ot 2 ao S ner: -1,33 [-2,09; -
0,62] SDS (p = 0,01) u B 1,8 pa3 MeHbIlle, YeM y MALKMEHTOB C CYIIECTBOBAHHEM

cumntoMoB 3aboneBanus Menee 2 ner (p <0,001). OueBumnHo, 49TO JaHHAs
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3aKOHOMEPHOCTh MOXET OBITh 00YCJIOBIIEHa U3MEHEHHSIMHU, KOTOPBhIC BO3HUKAIOT B
opraHm3me Ha (OHE JIUTENBHO CYIIECTBYIOIIETO CHUHIpOMa MalibabcopoIuuy,
MIPUBOIAIIETO K HAPYIICHUIO BCACBIBAHMS OCHOBHBIX MaKpO - © MEKPOHYTPHEHTOB,
TEM CaMbIM CITOCOOCTBYS Pa3BUTHIO OCIKOBO-IHEPTETHUYCCKONW HEIOCTAaTOYHOCTH U
IJTyOOKOMY OTCTaBaHHMIO B (PU3MUYECKOM Pa3BUTHH C BBIPAKEHHBIM CHHKCHHUEM
MOKa3aTesIeii MacChl U JUTMHBI TEJa.

Ha pucynke 16 mpuBeneH CpaBHUTEIBHBIM aHATU3 MEXKIY JUTUTEIbHOCTBIO
JATCHTHOTO TMepuoja IeJIMaKMM W YacTOTOH €€ OCHOBHBIX KIMHUYECKHUX
nposiBiieHM. Tak, dYacTtora IUAPEMHOr0 CHHAPOMA YMEHBINACTCA II0 MeEpe
YBEIIMUCHUS TTPOJODKUTECIIBHOCTA CUMITTOMOB 3a00JICBaHUS, UYTO MOITBEPIKIACTCS
BBISIBJICHHOW OOpaTHOW KOPPESAIIMOHHOW CBA3BIO MEXKTY JaHHBIMH MpU3HAKaMu (I
= -0,18, p = 0,002). Yacrora xano0 Ha B3IyTHE U YBEIMUYCHHE KUBOTA TAKKE
o0paTHO KOppEIUpPYeT C JUIMTEIBLHOCTHIO JIATEHTHOTO TepHojaa Ienuakuu (I = -
0,13, p = 0,02). B 1o ke Bpemsi JJIUTEIbHBIN MEPUOJl BPEMEHHU CYIIECTBOBAHMS
CUMIITOMOB 3a00JIeBaHUsI /10 MOMEHTa MOCTAHOBKH JUarHo3a acCOIMUPOBaH C
BBICOKOM YacTOTOM Kajio0 Ha peruauBUpyrolme abgomuHaibHbie 601 (I = 0,30,
p <0,001). Mexay yacToToil %ano0 Ha roJOBHBIE OOJU U JUTUTEIbHBIM JJATEHTHBIM
IICPUOIOM TaKKe BBISIBJIICHA IpsiMasi KoppessiinonHas cBss3b (I = 0,32, p <0,001).
Kpome Toro, Hu3kue Tmokazareiand (PU3MUECKOTO PAa3BUTUA HMEIOT YETKYIO
aCCOIMAIIMIO C TPOAOJDKUTEIBLHOCTRIO 3a00J€BaHUs 1O MOMEHTa BepU(pUKAINH
nuartosa. Tak, oOpaTHasi KOppessIMOHHasl CBSI3b BBHISBICHA MEXKIY MOKazarejaem
SDS pocta 1 JIMTeNbHOCTHIO TaTeHTHOTO Tiepuoaa (I = -0,18, p = 0,001) u mexmy
nmokazateneM SDS Macchl Tela M IMTEIbHOCTRIO JIaTeHTHOTO nepuonaa (I = -0,15,
p =0,007).

OdeBuaHO, 4YTO cpeau OOCIENOBAHHBIX MAIMEHTOB C JJIATEIHLHOCTHIO
JATeHTHOTO Tiepuona Oomee 2 7neT (GopMHUpPYeTCs COBOKYMHOCTh KIMHHUYECKHX
MPOSIBICHUW  [EeNWaku#, OOYCJIOBICHHAS  JUIMTEIBHO  TEPCHCHUTHPYIOIIAM
CUHAPOMOM ManbaOCoOpOIMKM, OCNKOBO - DSHEPreTHYECKOM W HYTPUTHUBHOU
HEJ0CTaTOYHOCTHIO, KOTOpasi COXpPaHSAETCS B HEM3MEHHOM BHJE Ha MPOTSIKCHUU

MOCJIEYIOUIUX JIET.
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3aKOHOMEPHO, YTO M0 MEpE YBEIUYEHHUS BPEMEHHOIO IPOMEKYTKA MEKIY
MOSIBJICHUEM TIEPBBIX KIMHUYECKUX CHUMIOTOMOB MaHU(pECTALMH ILEIUAKUU U
Bepu(UKalMEe JuarHo3a 4YacToTa KIMHMYECKUX MPOSABICHUNA HW3MEHSETCS B
CTOPOHY NpPEBAJIMPOBAHUS 3aJCPKKUA (PUINYECKOrO pa3BUTHs, MPEKIE BCETO,

HU3KOPOCIIOCTH, U aCTEHOHEBPOTHUYECKUX MPOSBICHUIA.

100.0%
90.0%
80.0%
70.0%
60.0% o
50.0%
40.0%

30.0%

YacToTa CHMIOTOMOB, %0

20.0%
10.0%

0.0%
oo 2 metr 2-51er Oomee 5 nmeT

JJIHTeIbHOCTD JIATeHTHOIO nepuaoga, roabl

—o— JTnapes B3noytHe xHBOTA AGnomuHanbEHEIE OOITH

T'onoeHEIe §omH 3amepiKKa pocTa JleHIINT MaccHI Tena
Puc. 16 — YacTora KIMHUYECKUX TIPOSBICHUH 1IETHAKUU Y

neTeﬁ B 3aBUCUMOCTH OT AJIUTCJIIBHOCTHU JIATCHTHOI'O IICpHUOaa

Takum 006pa3om, IIUTETHHOE CYIIECTBOBAHNWE HEPACTIOZHAHHOMN IETUAKUH U
€€ MO3AHSA JUArHOCTUKA YTSKENSeT MPOrHO3 3a00JIeBaHUS U YBEJIMYMBAET PUCK

Pa3BUTHUSA KU3ZHEYTPOKAIOIINX OCIOKHEHUM.
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4.3. CpaBHUTe/JbHBII aHAJM3 Ja00PATOPHBIX M MOP(OTOrHYeCKHX

JAHHBIX Y eTeil M MOAPOCTKOB ¢ LeJTHAKHEeH

Ceponornueckasi IMarHOCTUKa LEIMAKUU BKIIoYajga B ceOs OmpeesieHue
ypoBHe#t anTu-TTI IgA u antu-TTD 1gG, DMA IgA, 1gG u AT'A-IgA u AT'A-IgG.

Turp autu-TTI' IgA u antu-TTI 1gG 3a mepuon ¢ 2010 mo 2020 rr.
onpenenen 'y 167 (51,7%) w3 323 mamuentoB. Ilpu »TOM u30IMpOBaHHOE
noBeiieHue ypoBHs aHtu-TTI IgA (6omee 20 En/n) BeisiBieno y 75 (44,9%)
O0onbHBIX, a u3onupoBaHHoe moBeimieHHe aHTU-TTI 1gG (6onee 25 En/nm) — y
(2,4%) mnamuentoB. CoueranHoe moBeimeHue aHTU-T Tl o0Ooux KiaccoB
3apeructpupoBaHo B 34 (20,4%) ciydasx.

B Ttabmume 10 nmpencraBieHpl  YPOBHHM  AHTHTENI K TKAaHEBOU
TpaHCTIIyTaMHUHA3€ B 3aBUCUMOCTH OT BO3pacTa MaHHU(ecTaluu IeJUakuu Yy

00cCJIe1OBaHHBIX NAIMEHTOB.

Ta6muma 10 — Tutp antu-TTT y geTeit B 3aBUCUMOCTH OT BO3pacTa

MaHI/I(i)G:CTaLII/II/I OCJINaKun

CepoJsioruueckue Bo3pact manundecranuu neanakuu
noKasaTeju
o 3 ner, 3 -7 ner, crapuie 7 Jer,
n=119 n=33 n=15
H30JIMPOBAHHOE MMOBBIIICHUE aHTH- 55 (46,2%) 17 (51,5%) 3 (20,0%)
TTI IgA
H30JIMPOBAHHOE MOBBIIICHHE AHTH- 2 (1,7%) 2 (6,1%) 1 (6,7%)

TTT IgG

COYETAHHOE MOBBIILIEHHE
antu-TTI IgA n antu-TTI IgG

42 (35,3%)

12 (36,3%)

10 (66,6%)

wopma aHtH-TTD IgA u antu-TTD 20 (16,8%) 2 (6,1%) 1 (6,7%)
19G
MeauaHa ypoBHS  aHTU-TTT 41,4 99,2 69,4
IgA, En/n [19,7; 100,0] [35,6; 165,0] [45,0; 112,8]
menuana ypoBHs antu-TTI IgG, En/n 11,7 15,2 249
[1,6; 16,8] [6,0; 24,9] [21,9; 32,1]

AHanu3upysi TOJIYy4YEHHBIE JaHHbIC,

MOXHO 3aMCTUTD,

910 10 Mepe
YBEJIMYEHHS BO3pacTa MaHH(ecTaluu ICIHaKMH OTMEYACeTCS YBEIWYCHHE JIONH

I[eTeﬁ C COYCTAaHHBIM IOBBIIICHUEM aHTUTEN K TKAaHEBOM TpaHCIIIyTaMHUHa3¢C obonx
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kiaccoB. Tak, Beicokre ypoBHU aHTU-TTI IgA m antu-TTI IgG y maumeHTOB C
MOSIBJICHUEM TMEPBbIX KIMHUYECKUX MPOSBICHUN LEIuakuu 7 JEeT U cTaplue
BbIsiBIICHBI B 10 (66,6%) ciywasx, yto B 1,8 pa3 uame, uem y gered ¢
Manudecrarueit B nepuop ot 3 go 7 net (p = 0,051) u B 1,9 pa3 vaiie, uem y nereit
nepBbiX 3 net xku3Hu (p = 0,019). B 1o *e Bpems 101 A€Tel ¢ U30IMPOBAHHBIM
noBbiieHueM ypoBHA aHTU-TTI IgA y nereid crapuieil BO3pacTHOM T'pyMIIbI
cocraBwia 3 (20,0%), 9TO COOTBETCTBEHHO B 2,6 pa3 MeEHbIIE, YeM Cpeau
narnenToB ot 3 1o 7 net (p = 0,041) u B 2,3 paza MeHbIIe, yeM y JaeTed a0 3 JeT
(p=0,054).

Cnenyer ormetuTbh, uto Menuana aHtu-TTI IgA mo mepe yBenuueHuUs
BO3pacTa KJIMHUYECKONM MaHHU(ecTaluy I[EeJIHaKUU TaKKe HMEET TEHACHIMIO K
HapacTaHHUIO: HauboJiee BBICOKHI €€ YPOBEHb BBISIBICH y MAIMEHTOB OT 3 10 7 JEeT
— 99,2 [35,6; 165,0] Ea/n, npeBbliias COOTBETCTBYIOIICE 3HAaYeHHE B 2,4 pasza y
netreit 1o 3 net (p = 0,027). MakcumanbHoro 3Hauenusi ypoenb antu-1TT1T 1gG
JIOCTUT y AeTel ¢ manudecranuei 3abojaeBanus crapuie 7 get — 24,9 [21,9; 32,1]

En/n, npeBocxons takoBoi B 2,1 paza y merei Miaiiied BO3pacTHOM TpyIribl (p

<0,001).

Tabmuma 11 — Tutp autu-TTT y geTeit B 3aBUCUMOCTH OT BO3pacTa BepUDHUKAITUH

EeJIUaKuu
CepoJsioruueckue Bo3pact manundecranuu neJanakuu
nokasarteJu
o 3 ner, 3 -7 ner, crapiie 7 Jer,
n=70 n=>57 n=40

HU30JIMPOBAHHOC ITIOBBINICHUEC aHTHU-
TTI IgA

26 (37,1%)

22 (38,6%)

15 (37,5%)

H30JIUMPOBAHHOC ITOBBIIICHUEC dAHTH -
TTT IgG

0

1 (1,8%)

3 (7,5%)

COUYETaHHOE NOBBILIECHHE
antu-TTI [gA n anTu-TTI IgG

35 (50,0%)

24 (42,1%)

18 (45,0%)

Hopma aHTH-TTL IgA u antu-TTD 9 (12,9%) 10 (17,5%) 4 (10,0%)
19G
MeauaHa ypoBHS  aHTU-TTT 78,0 77,5 70,0
IgA, En/n [34,1; 134,2] [23,7; 162,2] [22,1; 154,0]
Menunana ypoBHs antu-TTI IgG, En/n 15,6 13,3 22.3
[5,9; 21,9] [1,0; 32,5] [6,0; 26,3]
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B T1abmuue 11 AQHTUTE]I K TKAaHEBOU

MpeACTaBIEHbl  IOKa3aTenu
TpaHCIJIyTaMHHA3€ B 3aBUCUMOCTH OT BO3pacTa BepU(UKAIMU JUATHO3A.
Cy11ecTBEeHHBIX pa3Inunidi MEXY aHAM3UPYEMbIMH TPYIIIAMH HE BBISIBIICHO.
HemanoBaxHBIM acIeKTOM aHajIu3a CEpPOJIOTHUYECKUX MapKEpOB IETUAKUU
SBUJIOCH BBISABICHUE B3aUMOCBS3M MEXKJYy YPOBHEM aHTUTE]I K TKaHEBOMU
TpaHCIJIyTaMUHa3€ U  NPOJOIKUTEIBHOCTHIO  CYIIECTBOBAHUS  CHUMIITOMOB
3a00j€BaHUs 70 MOMEHTA IIOCTAaHOBKM JaWartHo3a. B Tabnuie 12 npuBencHsI
nokazarenu aHtu-TTI IgA u antu-TTI 1gG B 3aBUCMMOCTH OT JJIUTEIBLHOCTU

JIJATCHTHOI'O Iepuoaa.

Tabmuma 12 — Tutp autu-TTT y geTeit B 3aBUCUMOCTH OT JJTUTEILHOCTH

JIATCHTHOI'O IICpUOoaa HCINAKNH

Ceposoruueckue JIMTeJIbHOCTD JIATEHTHOI 0 Nepuoaa
rokasaretd JI0 2 JIeT, 2 — 5 ner, ooiee 5 ger,
n=294 n=48 n=25
H30JIMPOBAHHOE MOBBIIIICHUE aHTH- 40 (42,6%) 15 (31,3%) 4 (16,0%)
TTI IgA
M30JIMPOBAHHOE MOBBIIICHHE AaHTH- 1(1,1%) 2 (4,2%) 1 (4,0%)

TTT 1gG

COUETaHHOE MOBBIIICHHUE
autu-TTT IgA w antu-TTT IgG

42 (44,7%)

23 (47,9%)

16 (64,0%)

wopma aHtH-TTD IgA u autu-TTD 11 (11,6%) 8 (16,6%) 4 (16,0%)
19G
MenuaHa ypoBHsS  aHTU-TTT 61,9 87,8 46,0
IgA, En/n [31,9; 134,3] [24,2; 191,1] [23,1; 78,5]
Menuana ypoBHs anTu-TTT IgG, En/n 16,2 13,2 8,6
[7,3; 25,8] [1,0; 23,7] [2,2; 24,9]

AHanu3upys MOMYYeHHBIC JAaHHBIE, MOKHO 3aMETHTh, YTO C YBEIMYCHUEM
JUTUTETTLHOCTH JIATEHTHOTO TMEpPUOJia OTMEYACTCSl yBEIWYEHUE JOJIHM MAIEHTOB C
M30IMPOBaHHBIM ToBBIIeHHeM aHTH-T T [gA, uTo Hanboee 9acTo BHISBISIOCH Y
IpU JIMTEIBHOCTH JIaTeHTHOro mepuoga menee 2 yer — 20 (42,6%) ciydaes,
MPEBBINIAS TMPOIEHTHOE KOJIWYECTBO JETEH C aHaJIOTHMYHBIM TIPOSBICHHEM B
TPYyIINeE C JIUTEIbHOCTBIO JIATEHTHOTO nepuosa 6omee S jet B 2,7 pa3 (p = 0,015).

3aKOHOMEPHO, YTO C YBEIMYCHHUEM JIJTUTEIIBHOCTA CUMIITOMOB 3a00JIeBaHUS

A0 IIOCTAHOBKH JHAIHO3d OTMCYAJOCH YBCIMYCHHUC II0KA3aTCIId MCAWAHBbI aHTH-
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TTD IgA, naubosbliiee 3HaY€HUE KOTOPOTO 3aPETUCTPUPOBAHO B TpymIe JeTel C
MPOIOJKUTEIIBHOCTBIO JIATCHTHOTO mepuoaa oT 2 mo 5 met — 87,8 [24,2; 191,1]
En/n.

HNHTEepecHBIM SBISAETCSA COIIOCTABICHUE YPOBHEM AaHTUTEN K TKAHEBOU
TPaHCIIIyTAMUHA3€ U PE3YIbTATOB THMCTOJIOTMYECKOrO MCCIEAOBAHUS OMONTATOB
COTK, xapakTepu3yronmx cTajiuio arpoduu KUIIEYHBIX BOPCUH B COOTBETCTBHUHU C
kiaccudukarnueir Marsh — Oberhuber (158 manuenToB) (tad:. 13).

Tabnuua 13 — Tutp antu-TTT y nereit B 3aBUCUMOCTH OT CTENEHH aTpoduu

COTK
CepoJiornueckue Crenensb arpodpuu COTK
nokasarejiu 3A, 3B, 3C,
n=31 n=>57 n=70

u3onupoBanHoe  moBeimieHue | 17 (54,9%) | 27 (47,4%) 30 (42,9%)
autu-TTT IgA

u3zonupoBannoe  mosbimeHue | 1 (3,2%) 1 (1,8%) 2 (2,9%)
autu-TTT IgG

COYCTAHHOE TOBBIIICHUE 9 (29,0%) 19 (33,3%) 34 (48,6%)
antu-TTD IgA n antu-TTT IgG

Hopma aHtdu-TTI IgA u antu- | 4 (12,9%) 10 (17,5%) 4 (5,6%)
TTT IgG

AHanu3 MaHHBIX JEMOHCTPUPYET, YTO MO Mepe YIiayOneHus aTpouuecKux
nporeccoB B COTK oTmeuaeTcsi yMeHbIIIEHUE JT0JIM NALIUEHTOB C U30JIMPOBAHHBIM
noBbiieHueM antu-TTT IgA.

Ha pucynke 17 npeacrtasnensl nokazarenau menuan antu-1TI IgA u antu-
TTT IgG B 3aBucumoctu ot craguu arpoduu COTK. OTtmedeno, uro meamaHa
ypoBHs aHTH-TTI" IgA y manueHToB ¢ TOTATbHOW CTETMECHBIO aTpO(MUM KUIICUHBIX
BopcuH coctaBwia 108,2 [72,9; 200,0] Exn/m, npeBbimasi TakoBoe 3HAYCHHUE Y
MaIMEeHTOB ¢ cyoToTabHOM arpodueii Bopcuan COTK B 2 paza — 54,1 [33,0; 95,5]
En/n (p <0,001) u y nereii co creneunio arpoduu 3A B 4,4 pasa — 24,7 [16,4; 36,8]
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En/n (p <0,001). Mexnay ypoBuem antu-TTI' IgA u cTeneHbto arpoduu KUIIEYHBIX
BOPCHH BBISIBIICHA MpsiMasi KoppemsiiuonHast cBsizb (I = 0,41, p < 0,001).
Menuana ypoBHs aHTu-TTI' IgG Tak ke mMena TEHIEHIMIO K YBEIIMUYECHUIO
o mepe yryonenus arpodudeckux usmenennit COTK u cocraBuia npu craauu
3A — 11,7 [5,9; 16,2] En/a, npu craguu 3B - 15,6 [2,0; 37,0] Ea/n, npu craaun
3C — 17,3 [2,9; 26,0] En/n, omHako, MaHHBIE Pa3iuydvs MEXIy aHATHU3UPYEMBIMU

rpynmnamMu HECYIICCTBCHHBI.

250 250
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£ 150 £ 150
= =
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108,2
E 100 E 100
. =
: 5
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50 — 50
11 o I + 156 17,3
P iEH,f ’
0 0 . \Tl .
3A 3B 3C
Cragus atpodun COTK Cragus atpodun COTK
meauana yposus antu-TTI IgA, En/n meauana ypoBus antu-TTT IgG, En/a

Puc. 17 — Ilokazamenu anmu-TTI 6 3asucumocmu om cmenenu ampogpuu COTK

AHnTHTena k sHaoMu3uio 3a nepuod ¢ 2010 mo 2020 rr. onpenenensl y 81
(25,1%) n3 323 nanueHToB, OpHU 3TOM MOJOKUTEIbHBIA TUTP (MeHee 1:5) BhIsIBICH
y 48 (59,3%) nereit. B tabmmme 14 mpencrtaBieH ypoBeHb DOMA y nereil B
3aBUCUMOCTH OT Bo3pacTa MaHudecranmuu 3adoneBanus. Haumbosnee BbICOKHE
nokazarenn OMA BbISIBICHB Yy J€Ted C TMOSBICHUEM IMEPBBIX CUMITOMOB

3a00s€eBaHus B BO3pacTe 110 3 JIeT U cTrapuie 7 JieT.
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Tabnuua 14 — Turp DMA y aerteil B 3aBUCUMOCTH OT BO3pacTa MaHU(eCTaIIU

3a00JIeBaHUS
Ceposnornueckmii Bo3pacT MmaHupecTanuu neaMaKuu
noka3sareJib
IIo 3 Jner, 3 -7 ner, crapiie 7 JerT,
n=>52 n=21 n=28
640 240 640
Tutp OMA, yci. en. [40; 1280] [5; 640] [240; 645]

[TokazaTenu ypoBHS aHTHTEN K DHIOMH3UIO B 3aBUCUMOCTH OT BO3pacTa
NOCTAaHOBKM JAMarHo3a ImpejacrasieHbl B Tabmuue 15. Haubonee Bbicokue
nokazarenn ThuTpa OMA Tak K€ BBISABICHBI B KpPalHUX BO3PACTHBIX TPYMIaXx,
NPEBHIIIas COOTBETCTBYIOIIEE 3HAYCHHE B 4 paza Mo CPaBHEHUIO C IMalMEHTaMH,

JIMarHo3 KOTOPBIM YCTaHOBJEH B Bo3pacte oT 3 10 7 net (p = 0,011).

Tabnuua 15 — Turp DMA y aereii B 3aBUCUMOCTH OT BO3pacTa BepupuKauu

HeJIMaKu1
Cepoaornueckmii BospacTt Bepupuxanum neuakuu
noKa3artejb
1o 3 zer, 3 -7 xer, crapiie 7 JET,
n=32 n=27 n=22
640 160 640
Tutp OMA, yci. en. [200; 1280] [0,3; 640] [160; 1280]

IIpu conocraBnenuu nokazarenei Turpa SMA U JIUTEIBHOCTH JIATEHTHOTO
nepuojaa IeIMakuil OTMEYEHO, YTO HauOoJiee BBHICOKHE IMOKA3aTeNId BBISBICHBI Y
JCeTel ¢ JUIMTEIBHOCTHI0O CUMITOMOB 3a0oseBanus o 2 jer — 640 [120; 1280]
yCI.€ll., YTO COOTBETCTBEHHO B 4 pa3a BbILIE, YEM Y MNAIUEHTOB C JIATEHTHHIM
neprosioM ot 2 10 5 aet (p = 0,016) (Tabn. 16).

[To mepe yrmyOnmenus arpopuuecKux M3MEHEHHWH B CIM3HCTON 000JIOYKe
TOHKOW KHUIIIKM OTMEYaeTcsl yBelIMYeHue mnokazarteneid tutpa OMA (puc. 18). ¥V
MarueHToB ¢ ToTanbHOM arpoduert BopcuH COTK wmegmana tutpa DOMA
cocraBuia 640 [160; 1280] yca. exm, uro B 4 pa3a OoJibliie, YeM y IMAIMEHTOB C

cyororanpHoi atpodueii — 160 [0; 640] ycn. ex. (p = 0,005) u B 10,7 pa3 Ooubliie,
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YeM y ManueHToB co ctenenbio arpoduu 3A — 60 [0,6; 320] yen. en. (p = 0,011).

Mexny ypoBHeM TuTpa OMA u crenenpto arpodun Bopcun COTK BrwisiBiIeHa

npsiMasi KoppensnuonHas ces3b (I = 0,39, p <0,001).

Tabmuma 16 — Tutp DMA y ngeteit B 3aBUCUMOCTH OT JITTUTEIbHOCTH JJATEHTHOTO

neproja
Cepoaoruueckuii JIIMTEeJbHOCTD JJATEHTHOT0 MEePHOAa
foxasaresn JI0 2 JIET, 2 — 5 zer, 0oxee 5 ner,
n=43 n=26 n=12
640 160 480
Turp DMA, ycu. en. [120; 1280] [5; 640] [160; 1280]
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Puc. 18 — Ilokazamenu mumpa IMA 6 3asucumocmu om cmenernu ampoghuu

COTK

AT'A-1gA u AT'A-19G 3a mepuon ¢ 2004 o 2020 rr. 6butn onpeneneHs y 207
(64,1%) w3 323 mnanuMeHTOB, BOIICAMMX B HcciaeaoBanue. Ilpu sToM
nojoxuTenbHbie pe3ynbratel AIA-IQA (6oee 12 U/ml) Besiiensr y 142 (68,6%)
nereit, ypoBeab AI'’A 1gG, mpeBbimatoniuii pedepeHcHbie 3HaueHus (Oomee 12

U/ml), oonapyxen y 146 (70,5%) mauuentoB. CoyeTaHHOE MOBBILIICHUE YPOBHEH
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AT'A-1gA u AT'A-IgG o6napyxeno y 112 (54,1%) oOcnenoBaHHBIX 32 yKa3aHHbBIN

BPEMEHHOU NMPOMEKYTOK JETEH.

Tabnuua 17 — Turp AI'A y geteil B 3aBUCUMOCTH OT BO3pacTa MaHU(peCTauu

IICJINAaKNN
Ceposornueckue Bo3pact manudecTauum neJuaKkuu
MoKa3aTeu
o 3 mer, 3 -7 1er, crapiie 7 Jer,
n =159 n=35 n=13
M30JIMpOBaHHOE NoBbIIeHHE AT'A- 27 3 2
IgA (16,9%) (8,6%) (15,4%)
n301MpoBaHHOE NoBbiIeHne Al'A- 29 5 1
IgG (18,2%) (14,3%) (7,8%)
COYETaHHOE IMOBLIIICHIE 87 22 5
AT A- IgA u AT'A-1gG (54,7%) (62,8%) (38,4%)
Hopma AI'A-IgA u AT'A-1gG 16 5 5
(10,2%) (14,3%) (38,4%)
Menuana ypoBHs ATA-IgA, 23,2 30,1 41,6
U/ml [10,8; 55,4] [12,1; 98,4] [9,8; 86,6]
meanana yposas AI'A-1gG, U/ml 29,5 56,1 49,9
[11,7; 86,2] [14,8; 130,4] [9,8; 68,9]

B Tabnuue 17 npuBeneHsl MoKa3aTeld ypOBHEH aHTUIIIMAIAHOBBIX aHTUTEN
B 3aBUCHUMOCTH OT Bo3pacTta MaHudecrauuu nenvakuu. [lpu ananusze AaHHBIX
Tabmuiel 17 oOpamaer Ha ce0s BHUMaHHME YBEJIMYEHHE ITOKa3aTessl MEIHaHbI
ypoBHs AI'A-IgA y 00cienoBaHHBIX JeTed 1O Mepe YBEIUYCHHUS BO3pacTa
MaHudecTanuu 1enmakui. B 1o ke BpeMs HamOosee BhICOKHM ypoBeHb AI'A-1gG
BBISIBJICH y TMAIMEHTOB ¢ MaHU(ecTalueil neanakuu B Bo3pacte oT 3 10 7 Jer —
56,1 [14,8; 130,4] U/ml, uto B 1,9 pa3 BbImIe, 4eM y aeteld Tpynmsl 10 3 et (p =
0,04).

Ucxons w3 nmaHHBIX Tabmuibl 18, MOXXHO OTMETHTh, YTO CYIIECTBEHHBIX
pasIUYMii B TUTpPE AHTUIIIMAIUHOBBIX AHTHUTEN B 3aBHCHMOCTH OT BO3pacTra
BepU(DUKAINH [IETMAKIH Y JIETe 00CIeNyeMbIX TPy HE BBISBICHO.

B Ttabmume 19 mnpencraBiieHBl TUTPHl AHTUIIMAIWHOBBIX aHTHUTEN Y
0o0CNIeIOBaHHBIX JIeTed W MOAPOCTKOB B 3aBHCHMOCTH OT MPOJOJKUTEIHHOCTH
CUMIITOMOB 3a00J€BaHUs /10 TOCTAHOBKU JUarHo3a. Menuansl ypoBHeil ATA-IgA

u ATA-1gG ¢ yBennueHHeM JIMTEILHOCTH JIATEHTHOTO TMEPHOa CYIECTBEHHBIX
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paznuunii He umeroT. [Ipu NpogOIKUTENIBHOCTH JAaTEHTHOTO Niepuonaa 6omuee S5 et

OTMEYEHO, YTO 4YacToTa wu3oaupoBaHHOro mnosbimeHus AI'A-1gG  Heckonbko

MMPCBOCXOANUT TAKOBYIO B JABYX IMNPCALIAYIIUX I'PpyHIIaX, OAHAKO HAHHBIC Pa3JINdusd

CTaTUCTUYECKHU He JocToBepHHI (p = 0,130).

Tabnuua 18 — Turp AI'A y neteil B 3aBUCUMOCTH OT BO3pacTa BepupuKauu

OeJInaKkumn
Ceposornueckue Bo3pacTt Bepudpurkanuu neauakun
MoKa3aTejun
o 3 mer, 3 -7 1er, crapie 7 Jer,
n=298 n=:69 n=40
n30nupoBaHHoe moBblieHne Al'A- 14 10 8
IgA (14,3%) (14,5%) (20,0%)
n30iupoBaHHOe ToBbIIeHHEe AlA- 13 15 7
1gG (13,3%) (21,7%) (17,5%)
COUYETaHHOE TIOBBIIIICHHE 59 37 20
AT'A- IgA u AT'A-1gG (60,2%) (53,7%) (50,0%)
Hopma AI'A-IgA u AT'A-1gG 12 7 5
(12,2%) (10,1%) (12,5%)
MenuaHa ypoBHsS  AlA-IgA, 22,9 23,6 26,3
U/ml [11,3; 55,4] [7,8; 55,9] [9,6; 75,0]
meanana ypoas AIA-1gG,  U/ml 25,4 329 27,7
[10,2; 83,2] [13,2; 76,5] [10,9; 72,4]

Tabmuma 19 — Tutp AT'A y nereii B 3aBUCIMOCTH OT JIJTUTEILHOCTH JJATEHTHOTO

nepuoaa
CepoJsioruueckue JIMTEeJIbHOCTD JIATEHTHOT' 0 NEPHOoa
rokasatetd IIo 2 JeT, 2 — 5 Jer, Oouee 5 jer,
n=119 n==60 n=28
M30JupoBaHHOE TMoOBbIIeHHE Al'A- 16 12 4
IgA (13,4%) (20,0%) (14,3%)
M30JIMpoBaHHOE ToOBbImIeHHEe Al'A- 16 12 7
IgG (13,4%) (20,0%) (25,0%)
COYETAaHHOE MOBBIIICHNUE 72 30 14
AT'A- IgA u AT'A-1gG (60,6%) (50,0%) (50,0%)
Hopma AI'A-IgA u AT'A-IgG 15 6 3
(12,6%) (10,0%) (10,7%)
Menuana ypoBHa AlA-IgA, 23,5 19,5 214
U/ml [11,5; 62,4] [7,5; 40,7] [7,2; 30,8]
Mmenuana ypoas ATA-1gG,  U/ml 29,1 28,9 23,5
[11,9; 87,0] [10,8; 72,4] [11,9; 73,6]
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OpHMM U3 BaXHEHIIMX 3TaloB MCCIEAOBAHMS SBHJIOCH COIOCTaBICHUE
JAHHBIX, TIOJYYEHHBIX MPU MPOBEICHUN CEPOIOTMYECKON AMArHOCTUKU IEIUaKUU
co crenenbto arpopuun  COTK, BbIsABIEHHOH TpH  MOP(POIOTHYECKOM
UCCJIEJOBAaHUN OMONTATOB.

B tabmune 20 mpexncraBieH TUTP AHTUIVIMAAUMHOBBIX AHTUTENT B
3aBucuMocTH ot creneHu noBpexaenuss COTK cortacHo kinaccudukanun Marsh —
Oberhuber. 3a nepuon ¢ 2004 mo 2020 rr. TUTP AHTUIIMATUHOBBIX AHTHTEN U

ructojorudeckoe uccienopanue o6uonraroB COTK Beimonneno y 160 nanueHToB.

Tabnuua 20 — Turp AI'A y nereit B 3aBucumoctu oT crenenu arpopun COTK

CepoJiornueckue Crenensb arpoduu COTK
nmora3aTteJjin 3A, 3B, 3C,
n=33 n==63 n =64
U30JIUPOBAHHOE  TOBBILICHUE 3 13 3
ATA-1gA (9,1%) (20,6%) (4,7%)
U30JIUPOBAaHHOE TTOBBITIICHUE 9 14 3
AT'A-19G (27,3%) (22,3%) (4,7%)
COUYETAaHHOE TMOBBIIIICHUE 11 30 56
AT'A- IgA u AT A-1gG (33,3%) (47,6%) (87,5%)
HopMa AI'A-IgA u AT'A-1gG 10 6 2
(30,3%) (9,5%) (3,1%)
Ananus MIOJTyYEHHBIX JTaHHBIX JIEMOHCTPUPYET CIeyIoNIue

3akoHOMepHOCcTH. [lo mepe yrmybnenus arpoduueckux usmenennii B COTK
MOBBIIIAETCS YacTOTa BBISIBICHHs coueTaHHOTo noBbimenns ATA-IgA u ATA-1gG.
Tak, y mDamueHTOB ¢ TOTAJbHOW CTEMEHBIO aTPO(PUH KHUIIEYHBIX BOPCHH
noBeimienne tutpa AIA-IgA u AIA-1gG BeisiBneno B 56 (87,5%) cmydasx,
MIPEBOCXOJII TAaKOBOE Y IMAIMEHTOB co ctanaueit arpopuu Marsh 3B B 1,8 pa3 (p
<0,001) u B 2,6 pa3 — y manueHToOB ¢ arpodueii, cooTBeTCcTBYIONIEH cTaquu Marsh
3A (p <0,001). B 1o xe Bpems uacrtora tutpa AI'A-IgA u ATA-1gG,
COOTBETCTBYIOIIETO pe(EePEHCHBIM 3HAYCHUSIM, UMEET TCHICHIUIO K YMEHBIICHUIO

no mepe Hapactanus craauu arpopuu COTK: y marnuentoB ¢ arpodueit craauu
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Marsh 3A HopMmasbHBIC MOKa3aTeIX AHTUIIMAJIWHOBBIX aHTHTE] OOOUX KJIacCOB
BoisiBNIeHBI B 10 (30,3%) ciyuasx, 4ro cooTBeTcTBeHHO B 3,2 pa3a (p = 0,010) u B
9,8 pa3 (p <0,001) yamie, yeM y nereil ¢ cyOTOTaIBLHOM M TOTaJdbHOM arpodueit

BOPCHH.

450 250
400 -
200
350
300 r
E 2 150
5250 5
é 200 ﬁ
é é 100
150 4+ 85,1
100 - ' 5 P pd
0 55,1
’ B . I * 212
0 . — e . 1 0 I . .
3A 3B 3C 3A 3B 3C
Cragus atpodun COTK Cragus atpodun COTK
Menuana ypous AT'A-1gA, U/ml menuana ypous AT'A-1gG, U/ml

Puc. 19 — Ilokazamenu mumpa AI'A 6 3aeucumocmu om cmenenu ampoguu COTK

Ha pucynke 19 npeacrasineno nzmenenue tutpa AI'A-IgA u AT'A-1gG B o
Mepe yrayonenus arpoduueckux maMmenenuidi B COTK. Tak, menmana ypoBHS
AT'A-1gA y nanmenToB ¢ TotanbHo# cTenenbto arpoduu Bopcud COTK cocraBuna
55,1 [21,4; 98,4] U/ml, npeBsimas f1aHHOE 3HAYCHUE Y MAIIUCHTOB ¢ CYOTOTaIbHOM
arpodueii Bopcun B 2,4 paza — 22,6 [7,8; 49,4] U/ml (p <0,001) u B 5,1 pa3 mo
CPaBHEHUIO C JIETHbMH, IMEIOIUMU ctaauio arpodum 3A — 10,8 [1,5; 16,2] U/ml (p
<0,001). AmnamornyHas 3aKOHOMEPHOCTh XapakrepHa W s tutpa AIA-1gG,
MeJIlMaHa YpPOBHS KOTOpPOTro Yy mamueHToB co cragueid arpopun COTK 3C

cocraBuna 85,1[40,0; 176,5] U/ml, mpeBbiimas COOTBETCTBYIOIIEE 3HAYCHUEC B
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rpyIe NalMeHTOB ¢ CyOTOTabHOM arpodueit BopcuH B 4 paza — 21,2 [9,9; 59,5]
U/ml (p <0,001). Turp ATIA-IgG y nereii ¢ MHHUMAJIbHOH CTCICHBIO
arpoduueckux mameHennit COTK, coorBercTBytomieii craguu Marsh 3A, Obu1 B
5,9 pa3 umwxke, uem npu ctaauu 3C — 14,3 [6,2; 18,1] U/ml (p <0,001). Takum
00pa3oM, MOKHO 3aMETHUTb, YTO BhIpaxkeHHbIe arpoduyeckue uzmenenus B COTK,
XapaKTepHbIC I  IIEJUAKWH, AacCCOIMMPOBAHBI C  BBICOKUMH  THUTPaMH
AQHTUTIIMAIMHOBBIX aHTUTEIN, YTO TOATBEPIKIACTCS KOPPEISIUeit Mex Ty arpodueii
COTK u ypoaem AI'A-IgA (r=0,42, p<0,001) u AT'A-1gG (r=0,44, p<0,001).

B pamkax wucciemoBaHus TPOBEJACH aHAM3 B3aUMOCBS3M  MEXKIY
AHAMHECTUYCCKMMH  XapaKTCPUCTUKAMHU  TAIMCHTOB  (BO3pacT IOCTaHOBKHU
JAMarHo3a, JUIUTEIBHOCTh JATEHTHOTO IMEpPUOoAa) W JaHHBIMH MOP(OIOTHYECKOTO
uccienoannss COTK ¢ BbisIBIeHWEM cTagud arpopuul B COOTBETCTBUU C
knaccudukarueir Marsh — Oberhuber.

Ha pucynke 20 mnpencraBmena crtpykrypa craamii atpopuu COTK B

3daBUCHUMOCTH OT BO3pacCTa BCpI’I(i)I’IKaI_[I/II/I OCIINaKHuu.

100% -
12

80% - 22 (16,9%)
70% +—— (29,0%) B Marsh 3A
Marsh 3B
0 _
o 103 = Marsh 3C
50% -

(67,7%)
40% -
30% -
20% -
10% -
0% -

a0 3 get, n =152 3-7naer,n=100 crapmie 7 .jer, n =71

Puc. 20 — Cmpyxkmypa cmaouti ampoghuu ciuzucmoii 000104KYu MOHKOU KUUKU 8

3A8UCUMOCTNU OM BO3PACA 8epUPUKAYUY YeTUaKUU ) 00CIe008aAHHbIX Oemell

AHaJII/IBI/Ip}IH MMOJYUYCHHBIC /JaHHBLIC, MOXHO 3aMCTUTb, YTO IIpHU HOBI[HGI\/’I

AUArHOCTUKC HCIIMAKUK OTMEYACTCA YBCIIMYCHHUC YaCTOTHI ITAIIMCHTOB C TOTAJILHOM
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CTENEHbIO aTpo(UM KHUIIEYHBIX BOPCHH. Tak, y AeTeil, IuarHo3 KOTOPBIM ObLI
MOCTaBJI€H B BO3pacTe cTaplie 7 JIeT, 4acToTa TOTaJbHOW CTENEeHH aTpoduu
KHIIICUYHBIX BOPCHH, cOOTBeTCTBYIOIas ctaauu Marsh 3C, BeisBiena B 53 (74,6%)
ciyyasix, 9yto B 1,2 pasa yarie, 4em y jaeteit B Bo3pacte oT 3 1o 7 net (p = 0,063) u
B 2,9 pa3 yaiie, yeM y MalMeHTOB ¢ Bepuukanuet 1uarnoza B Bo3pacte MeHee 3
et (p <0,001). B to xe Bpemsi ymepenHas cteneHb arpoduu Bopcun COTK
HamOoJee 4acTo BbIsBIsJIach B rpymnme aeredt ao 3 ner — 103 (67,7%) cayuyas,
MPEBOCXO/Is1 TAKOBYIO B Tpymmax oT 3 A0 7 JeT u cTapiue 7 JeT COOTBETCTBEHHO B
2,3 (p <0,001) u B 4 (<0,001) pa3za.

Crpykrypa cranuii arpopun COTK B 3aBUCHUMOCTH OT JJIUTEIBHOCTHU
CUMIITOMOB 3a00JIeBaHMsI 10 TOCTAHOBKM JMarHo3a npejcTaBieHa Ha pucynke 21.
100% :-:_—_—

90% - 2 — 1 10

I ] o 19.2%)
80% 45 (20,6%)

70% - (258%)

® Marsh 3A
Marsh 3B

0 _
60% = Marsh 3C

50% -
40% -
30% -
20% -
10% -
0% -

Jo 2 get, n=174 2-570er,n=97 0oJ1ee 5 j1eT, n =52
Puc. 21 — Cmpyxmypa cmaouti ampoghuu ciuzucmoii 000104KYU MOHKOU KUUKU 8

3A6UCUMOCTIU O OIUMETIbHOCMU TAMEHMHO20 nepuoda yeiauakuu

¥y 06cnedosannvlx demetl

Od4eBUAHO, YTO y NETEH C JUIMTEIHHOCTHIO JATCHTHOTO TepHUoja IETNaKkuu
6onee 5 ner B crpykrype cramuii atpodhmm COTK ormeuaercs mpeobiaganue
TOTAJIBHOW CTETeHW aTpO(HU¥ KHIIEYHBIX BOPCHH, COOTBETCTBYIONIEH CTaIuU
Marsh 3C - 39 (75,0%) caydaeB. B TO ke Bpems, C yBEIUYCHHEM

IpOAOJIZKUTCIBHOCTH JIATCHTHOI'O IICPpHOAd HOCIMAKHMH OTMCYACTCA COKpPAIICHHUC
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70U JeTell ¢ CyOTOTaJIbHOM CTENEeHbI0 aTpo(uHu, COOTBETCTBYIOLIEH CTaauu
Marsh 3B.

BoisiBiena mnpsmas koppemauus Mexnay cragued arpopuu COTK u
BO3pacToM auarHoctuku 3aboneBanus (r=0,45, p<0,001), a Takxke wMexay
MPOAOKUTEIBHOCTRIO JJATEHTHOTO neproja enuakuu (r=0,54, p<0,001).

Pe3romupys coneprxkanue riaaBbl 4, MOKHO CIENATh CIAEAYIONINE BBIBOJIBL:

1. Jo nacrosimiero BpeMeHH B CTaBpONOJBCKOM Kpae B CTPYKTYpe ULEIHaKuU
JTOMUHUPYIOT J€TH C KHUIIEYHBIMU TPOSBICHUSMHU, OJHAKO, B TIOCIICIIHEE
JECATUIIETHE OTYETIMBA TEHJEHIUS K HapacTaHWUIO B JACTCKOW MOMYJNSIIIUU AOJU
JIeTel ¢ BHEKUIIIEUHBIMU MIPOSIBICHUSIMHU.

2. BoIsiBNIEHHBIHN B pe3ysibTaTe UCCIEI0BaHUS MAaTOMOP(H03 KIMHUYECKON KapTHUHBI
HeMMakuu B JeTckod monyisiuuu  CTaBpOMOIBCKOTO Kpas JIEMOHCTPUPYET
CHI)KEHHME YacTOThl JUAPEHHOro CHHAPOMA, a TaKXkKe kKanod Ha 3aJpKKy TEMIIOB
pocta u nedunut maccel Tena. Kpome Toro, orTMedaercs oTyeTiiMBasi TEHACHIUS K
YMEHBIICHUIO JIOJIU JIeTel C BBIPAXKEHHOW 3aJep’KKOM pOCTa, TaK HA3bIBAEMBIM,
COMATOTeHHBIM HaHM3MOM. Hapsany c 3TUM yBeauuMBaeTCs JOJS MAIMEHTOB C
Hecnenu(pUYECKOH CUMIITOMATHUKON, MPEXJIe BCEro, ¢ aCTEeHOHEBPOTUYECKUMHU
NPOSIBIICHUSMH, YTO JUKTYET HEOOXOJMMOCTh TIOBBIIIEHUS HACTPOKEHHOCTH
Bpaueii aMOylaTOpHO — TOJUKIMHUYECKOTO 3BEHa B OTHOIICHWHM paHHEH
JTUATHOCTUKU U BBISIBIICHUS [IETTUAKUH.

3. Manudectanus 1enIuakuu |y J€Tel paHHEro BO3pacTa XapaKTepHU3yeTCs
npeo0iIalaHieM B KIMHWYECKOW KapTUHE TUIMUYHOTO SHTEPATBHOTO CHUHAPOMA,
MPOSIBIISIONIETOCS TUapeeil, MeTeoOpu3MOM, YBEJIIMUECHUEM KUBOTAa B 00beMe. B 1o
K€ BpeMs B Ka4eCTBE MEPBBIX KIMHHUYECKUX CHUMIITOMOB 3a00J€BaHUS y JeTei
CTapliero BO3pacTa MOXHO OTMETHTh a0JOMHUHAJIbHbIE 0OJIM, 3amophl,
ACTEHOHEBPOTHUYECKUE MTPOSBIICHHUS.

4. C yBeaMYeHUEM MPOJOJDKUTEIBHOCTH JIATEHTHOI'O TEPHOJia LEeJIUAKUU
OTMEUAETCSl YBEIIMYCHUE YaCTOTHI KaI0O Ha 3aJepiKKy pocTa, Ne(PHUIMT Macchl
Tena, YTO OOYCJIOBICHO MEPCUCTUPOBAHUEM CHUHAPOMA MajabadcopOuuu,

bOpMUPYIOIIETO MaKpO- U MUKPOHYTPUEHTHYIO HEJOCTATOYHOCTh, 3aKOHOMEPHO



99

MPUBOJAILYIO K Pa3BUTHIO OEIKOBO — YHEPreTUYECKON HEAOCTaTOYHOCTH, TEM
CaMbIM YTSDKENsIsl MPOTHO3 3a001€BaHUs U 3HAUUTEIbHO Hapyllas KaueCTBO KU3HU
MAalUEHTOB.

5. Ilpu cpaBHMTENBbHOM aHanIM3€e J1a0OPATOPHBIX IOKa3aTejed BBISBICHO, YTO
YPOBEHb  CHEHU(PUUYECKUX  CEPOJOTHYECKUX  MApPKEpPOB  IEJIMAKUU  UMEET
TEHACHIMIO K HapacTaHUIO NapajyIeIbHO C MPOrpecCUpoBaHUEM aTpOPUUYECKUX
U3MEHEHH B TOHKOM KHIIIEYHUKE, YTO, BEPOSITHO, OOYCIOBICHO JJIUTEIbHOCTHIO
nepuojia B OTCYTCTBUU COOJIIOACHMS AUETHl M MPOJOJIKAIOUIUMCS MOCTYIUICHHEM
[JIIOTEHA B OPTaHu3M, 4TO NPUBOJUT K paszpyueHuto Bopcud COTK.

6. Ilpu mo3aHell AMArHOCTUKE LENHAKUU U MPH MPOJOJLKUTEIBLHOM JAaTEHTHOM
nepuojie 3aboneBanus B cTpyktype atpopun COTK mno knaccuduxanuu Marsh —
Oberhuber yBenmumBaercs fg0as manuweHToB, uMmeronux craguio 3C u
YMEHBIIIAeTCS JIOJIsl JIeTeld ¢ YMEPEHHOUN CTENeHblo aTpoduH, COOTBETCTBYIOIIECH
craaun 3B. Takum 00pa3oM, CTeNeHb HapYIIEHUS APXUTEKTOHUKH CIH3UCTOMN
000JIOUKM TOHKOW KHUIIKH HMMEET TEHJEHLUIO K MPOrpecCUpoBaHHUIO Ha (HOHE
JUINTEIBHON NEePCUCTEHIMHM KIMHUYECKUX CHMIITOMOB LEIMAKUU 1O MOMEHTa
BepU(UKAIMM AMArHO3a B OTCYTCTBHM aJI€KBaTHOTO JIEUEHUS U COOJIOJCHUS

OE3TIIFOTEHOBOU JTUETEHL.
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IUIABA 5. TEHETUUYECKASI XAPAKTEPUCTUKA JETEW U

MNOJAPOCTKOB C IIEJIUAKHUEN, TIPOKUBAIOIIINX B
CTABPOIIOJIBCKOM KPAE

5.1. Crpykrypa ramnorunoB HLA-DQ wu anamHecTHueckasi

XapaKTepPUCTHKA JIeTell ¥ MOAPOCTKOB C HeJInaKuei

VYV 134 nereit ¢ uenuakueil, HAXOJUBIIMXCA HA CTALlMOHAPHOM JICYEHHUU B
ractposHTeponornueckoM otaeneHun JI'Kb um. ['K. ®ununmnckoro 3a nepuon ¢
2001 mo 2022 roxwi, mpoBeaeHo HLA-tunmupoBaHue C 1€bI0 BBISIBICHUS
raruiOTUIIOB TPEIPACIOIOKEHHOCTH K Leauakud. Bo3pacT manueHToB OT 8
MecsieB A0 17 metr, u3 kotopeix Obwio 55 (41,0%) manbuuxkoB u 79 (59,0%)
JIeBOYCK (CpeHMI BO3pacT JeTel Ha MOMEHT MOCTaHOBKH auarnosa 5,0 = 0,4 ner).

HLA-no3utuBHbIC raruIoOTHIIbI, ONPEETSAIOIINE TE€HETUYECKYIO
MPeIPacoNOKEHHOCTH K IeNnakuu, BeisiBieHsl y 134 (100,0%) nanuentoB. Y 109
(81,3%) nereit BoisiBieH amwtens DQ2, y 18 (13,4%) — DQS, u mumb y 7 (5,3%)
yenoBek — DQ7 (puc. 22).

5,3%

" HLA-DQ2 =HLA-DQS8 HLA-DQ7

Puc. 22 — Yacmoma evisienenus cannomunos HLA y 06ciedosanuvix nayuenmos
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Amnens DQ2 6bu1 npencranen DQ2,5 —y 23 (21,1%) nereit, coueranue

DQ2,5 ¢ DQ2,2 BoisiBneHo y 24 (22,0%) nauuentos, Tonbko DQ2,2 —y 6 (5,5%)
yenoek. KomOwmnanuo DQ2 ¢ DQ7 umenu 30 (27,5%) nereri. YV 9 (8,3%)
ManueHToB BbIsABIeHa komOuHaiusa DQ2 ¢ DQS8. Amrens DQ8 B 5 (27,8%)
cily4asix Haxoawics B couetanuu ¢ DQY.

[Tpu cpaBHUTEILHOM aHAIN3€ TEHICPHOU CTPYKTYPHI IMAIIMCHTOB BBISBICHO,
yto ayutens DQ2 B 1,4 pasa wame Bctpeuancs y aeBouek — 72 (91,1%) uz 79
NaIlMeHTOB, YeM y MalibuukoB — 37 (67,3%) u3 55 nereit (p <0,001). Annens DQS,
HAIPOTHUB, B 5 pa3 yaie umeau Maipuuku — 14 (25,5%) cnydaeB, 4yem neBo4Kku — 4
(5,1%) ciyuas (p<0,001). Amnens DQ7 BoisiBiien y 3 (3,8%) neBouek u 4 (7,3%)

MaJIBUUKOB (pHc. 23).

100,0%
91,1%
90,0%
80,0%
70,0% 67,3%
60,0%
50,0%
40,0%
30,0% 25,5%
20,0%

10,0% 5,1% 3.8% 7,3%

0,0%
HLA-DQ2 HLA-DQS HLA-DQ7

JleBouKH Maapaukn

Puc. 23 — Cmpyxmypa eannomunos HLA 6 3asucumocmu om nona nayuenmos

AHaMHECTHUYECKHUE JaHHBIC ITaOHMCHTOB C HeHHaKI/Ieﬁ B 3aBHCHMOCTH OT

rarutotuia HLA-DQ npeacrapiensl B Tabauie 21.
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Tabnuua 21 — AHaMHECTHUYECKUE NaHHBIE MMAIIMEHTOB C LIEJIMAKUEN B 3aBUCUMOCTH

ot rartotuna HLA-DQ

Aurean HLA JloCTOBEPHOCTH Pa3INYHH
AHaMHeCTHYECKHUe x2)
JaHHbIE DQ2, DQ8, DQ7,
n — 109 n-18 n-7 p1 p: pe
Bo3spact nosiBjieHus Kaj100
;‘; ZEEBOM rony 27 (24,8%) | 12 (66,7%) | 3 (42,9%) | <0,001 | 0,290 | 0,276
B Bo3pacte 1-3 et | 42 (38,5%) 2 (11,1%) 3(42,9%) | 0,024 0,820 0,075
B BO3pacte 40 (36,7%) | 4(22,2%) | 1(14,2%) | 0,232 | 0,230 | 0,657
crapiie 3 Jer
CPEHHM BO3pacT
15 0,6 1,0
Jl;[;);[BJ‘IeHI/ISI XKaoo, [0,9: 3.1] [0,5: 2,5] 0,3 1,0] 0,009 0,08 0,38
Bo3pacT mocTaHOBKM IMAarHo3a

1o 1 rona 4 (3,7%) 2 (11,1%) 3(42,9%) | 0,169 | <0,001 | 0,075
1-3 et 39 (35,8%) 5 (27,8%) 1(14,3%) | 0,509 0,247 0,479
3—7 ner 37 (33,9%) 9 (50,0%) 2 (28,5%) | 0,190 0,771 0,333
7 —12 ner 17 (15,6%) 2 (11,1%) - 0,622 - -
12 — 18 jer 12 (11%) - 1 (14,3%) - 0,790 -
CpeaHui BO3pacT
MOCTAHOBKH 3,5 4,3 2,0 0,365 0,049 0,078
JMArHo3a, JIET [2,1; 6,8] [1,6; 6,8] [0,8; 2]

Ilpumeuanue: p1 — paznuuus mexcoy nayuenmamu ¢ DQ2 u DQS;
p2 — pasauyusn medicoy nayuenmamu ¢ DQ2 u DQ7,
p3 — pasauyusn medxicoy nayuenmamu ¢ DQS u DQ7.

Ananmu3upys aHamHe3 3a0oieBaHUS, BBIABICHO, YTO MaHH(ecTalus
[EJIMAKUU Y 00CIIeIOBAHHBIX HAMU JIETEH U TOJPOCTKOB MPOUCXOIUT B PA3IUUHOM
BO3pacTe. Y manueHToB ¢ raruiotTunoM DQ2 cpemHuii Bo3pacT MOSBICHUS Kajlo0
cocraBun 1,5 [0,9; 3,1] roga, uro B 2,5 pasa BbIlIC IO CPaBHCHHUIO C JETHMH,
umetromumu ramrotun DQ8 0,6 [0,5; 2,5] aet (p = 0,009).

[losiBneHre KIMHUYECKOW CHUMIITOMATUKH y JAeTed ¢ ramiotunom DQ2
HamOoJIee YacTo OTMEYAJIoCh B BO3pacTHOU rpymie ot 1 1o 3 jer — 42 (38,5%)
yenoBek u crapuie 3 et — 40 (36,7%) naureHToB. B To BpeMs Kak y MaiueHToB C
rarutoturiom DQ8 B 66,7% caydaeB nenuakds MaHudecTHpoBaia Ha 1-m romy
JKW3HU, TPEBBIIIAs JTAaHHBIM MOKa3aTedab B 2,3 pa3a MO CPAaBHEHUIO C JIETbMU B
Bo3pacte 1o | roga w3 rpymmel DQ2 (p<0,01). ¥ nmereit w3 rpymmer DQ7

3a00J1€BaHUE C OJMHAKOBOM 4acTOTOW MaHU(ECTUPOBAJIO KaK Ha MEPBOM TOAY
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Ku3HU — 3 (42,9%) yenoBeka, Tak U B BO3PACTHOM MPOMeEXyTKe oT 1 1o 3 net — 3
(42,9%) genmoBexa.

BrionHe 3akOHOMEPHBIM BBIIISIAUT U TOT (PakT, 4YTO BepudUKaIUs LEeTUaKuu
y nereit ¢ ramorunoM DQ2 B cpegHem mpoucxonutT nozaHee, yeM npu DQS u
DQ7 (p>0,05), uTo, BEepOATHO, OOYCIOBICHO OTHOCHTEIBHO OOJIBIINM YHCIOM
MAlMEHTOB ¢ MaJOCUMNOTOMHON (hopmoii 3a0oseBaHusl, TP KOTOPOH OTMEYaeTcs
cTepTas Wi CyOKIIMHUYECKasi CHMIITOMAaTuKa. Tak, CpeIHUM BO3pacT MOCTAaHOBKHU
JMarHo3a y Jerei u moapocTkoB ¢ ramiorunoM DQ2 cocrasun 5,2 + 0,4 net, npu
ATOM HauboJiee 4yacTo Bepu(uKalus JuarHo3a oTMedaliach B BO3PACTHBIX I'PYyIIax
or 1 mo 3 mer m or 3 mo 7 mer — 39 (35,8%) u 37 (33,9%) mamueHTOB
COOTBETCTBEHHO. Y gered ¢ ramiorunoM DQS8 auarHos «uenwakus» ObLI
ycTaHoBjeH B cpeaHeM B 4,2 + 0,6 sner; B 50% cinydaeB (9 nmereii) auarfHo3 ObuT
BepuduiupoBad B Bo3pacte oT 3 g0 7 ner. CpenHuil BO3pacT MOCTAHOBKHU
nuarHosa y aeteit ¢ rammorunoM DQ 7 cocraBun 3,8 + 1,9 nert, B 42,9% ciy4aes
JTMarHo3 ObUI MOCTABJICH HAa TIEPBOM TOY KU3HH.

CpenHssi IIUTEILHOCTD JATEHTHOTO TMEepUoaa IEeJIMaKud y 00CIeI0BaHHBIX
JeTeld M MOApPOCTKOB B 3aBucuMocTu oT raruiotunia HLA-DQ cymectBeHHO He
pasnuyaiack, coctaBuB npu DQ2 — 2,0 [0,6; 3,3] roga, mpu DQ8 — 2,0 [0,9; 4,2]
rona u npu DQ7 - 0,9 [0,4; 0,9] neT.

AHanmu3upys aHaMHECTHYECKHE JaHHBIC, CIEAyeT 3aMETUTh, YTO HAJINYWe
HanboJiee JKECTKO CBSI3aHHOTO C TEHETUYECKOW MPEeApacoiOKCHHOCTRIO K
nenuakuu ramioruna DQ2 mpeamonaraeT Kak BBICOKYIO CTEIEHb MOJUMOpGdHU3Ma
KIMHAYECKUX TIPOSBICHUH, TaK M Bo3pacta MaHHdecTaluu 3a00JIeBaHUS.
OueBuIHO, 9TO y 00JIaaTENIel 3TOTO TaIUIOTHIIA, COCTABISIONIETO OOIBITMHCTBO
KOTOPTHI TAIIMEHTOB C IIEJIMaKUEH, Ha MPOTSIKEHUHU BCEH )KU3HM, U B JIETCKOM, U BO
B3POCIIOM BO3pacTe€ MPH HAIMYHH TPHUTTEPHBIX (DAKTOPOB MOXKET MPOHUCXOIUT

WHUIMAIMS ay TOMMMYHHOTO TIporiecca u MaHu(ecTamus 3a00IeBaHus.
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5.2. B3aumocBsasb ranjioTUIOB HLA-DQ c KJIMHUKO-
AHTPONOMETPUYECKHUMH, cepoJIornyecCKuMu /| Mop(oJIorHYeCKUMU

XapaKTEePUCTUKAMY NALMEHTOB € HeJHAKHeH

B Ttabmune 22 mnpencraBieHbl OCOOEHHOCTH KIMHUYECKON KapTHHBI
3a0oieBanus B 3aBUcUMOCTH OT ramtotuna HLA-DQ.

CpaBHUTENBHBIN aHAJIN3 KIMHHYECKOW KapTUHBI TTOKa3aJl, YTO IOCTOBEPHBIX
pa3nuuuii B 3aBUCUMOCTH OT HAJHM4WS U BUAA ajulelis MPEapaclolioKEHHOCTH K
[eMakud y OOCJIEIOBaHHBIX J€Te W TOAPOCTKOB HE oOTMedaercs. Bo Bcex
rpynmnax OOJBHBIX C MPUMEPHO OJWHAKOBOW YACTOTOW BCTpedasach jkamoba Ha
neduiut Maccel Tena (okoso 60%). 'actpouHTecTHHAIBHBIE TIPOSIBIICHUS (Uapes,
YBEIIMYCHUE pa3MEPOB M B3AYTHE >KHBOTA, PEIHUIUBUPYIONINE abJOMUHAIHHBIE
6011) y O60nbHBIX, UMetomuX ramtotun DQ2, Bcrpeuanucst B 50-55% ciyuaes. ¥V
NAIMEeHTOB ¢ ramioTunoM DQS8 B KIMHWYECKOW KapTHUHE JTOMHHHPOBAIN KAIOOBI
Ha JUapero, HEyCTOMUYMBBHIA CcTynl — 66,7%, Ha BTOPOM MecTe€ IO YacToTe
oTMeYanach 3aJiepKKa TEMIIOB (PU3UYECKOro pas3BUTHs (AedUIUT Macchl Tena,
3ajiepkka pocta). OOpamraer Ha cebs BHUMaHHE, 4To Yy Jerei ¢ amienem DQ8
BBIIIIE YACTOTAa BHEKUIIEYHBIX TPOSBICHUN 3a00neBaHus (KOXKHBIC BBICHITIAHUS,
OECTOKOMHBIN COH, PAa3APAXKUTENBHOCTH). Y manueHtoB ¢ DQ7 B KiImHMYeCKOU
KapTUHE  OTMEYaJioCh  NpeoldiiajlaHue  TUIUYHOW  TacTPOMHTECTHUHAJIBHOM
CUMIITOMAaTUKA ¥  YBEIMYEHUE  JOJM  HEBPOJOTUYECKUX  TPOSIBICHHI
(pa3apaXUTEeNbHOCTh, AarpecCUBHOCTh, OECIOKOMHBIM COH) MO CpPaBHEHHIO C
netebmu u3 rpynn DQ2 u DQS.

Od4eBUAHO, YTO CXOXKHH XapakTep *Kajao0 W CUMITOMOB y TMAIlMEHTOB C
Pa3sTUYHBIMUA TaIUIOTUTIAMHA  OTPaKAeT EIWHBIH MEXaHW3M ayTOMMMYHHOTO
mpolecca W 3almyCcKaeMbIX UM MOPQOJIOTHYEKCHX W MaTO(PU3UOIOTHUECKUX
W3MEHCHH B  JIEATEILHOCTH  MHUIIEBAPUTEILHO-TPAHCIIOPTHOTO  KOHBEHepa
kuiieyHuka. C apyroil CTOpoHsbl, oOpaiiaeT Ha ce0si BHUMaHUE OTCYTCTBUE MpHU
T000M M3 TAIUIOTUIIOB JOMHHHUPYIONIUX IO YacTOTE K00, 4TO MOMYEPKUBAET

HGO6XOI[I/IMOCTB AUArHOCTHUYCCKOI'O IIOMCKa MNCJIMAaKHMHM HE TOJIBKO Y neTeﬁ C
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auapeel W ne@UIMTOM Macchl Tejla, HO M INPU MEHEE OYEBUIHBIX »Kajobax

Hecnenuduueckoro, Ha MEPBBIN B3I, XapakTepa.

Tabnuua 22 — KnuHuka neaMakuy y IeTed ¢ pa3auyHbIMU TaruioTUIIaMU

HLA-DQ
Kananueckue Aanean HLA HOCTOBepP ocT

CUMIITOMBI pasnuqnn (XZ)

HeJHaKHU DQ2, DQs, DQ7, p1 p2 ps

n-109 n-18 n-7
«BOJ’ILIIIPIQ» CUMIITOMBI LICJIMAKUHN
mapes 61 (55,9%) 12 (66,7%) | 4 (57,1%) | 0,395 | 0,952 | 0,657
B3JIyTHE U
YBEIHTHCHHIE 58 (53,2%) 8 (44,4%) 4(57,1%) | 0,491 | 0,840 | 0,569
pasMepoB
JKUBOTAa
PEUMINBUPYIOIIL
yie GOy B 58 (53,2%) 9 (50,0%) 2 (28,6%) | 0,801 | 0,207 | 0,333
KHUBOTEC
pBOTa 24 (22,0%) 2 (11,1%) ; 0,289 ; ;
Hapyierme 42 (38,5%) 7 (38,9%) 1(14,3%) | 0,978 | 0,198 | 0,237
alfrrieTuTa
pa3apaKUTENbH
0CTh, 29 (26,6%) 5 (27,8%) 3(42,9%) | 0,918 | 0,352 | 0,469
al"peCCI/IBHOCTI:
f:g’f“m macea 59 (54,1%) 10 (55,6%) 4(57,1%) | 0,911 | 0,877 | 0,943
3aJiepKKa pocTa 46 (42,2%) 11 (61,1%) 2 (28,6%) | 0,136 | 0,478 | 0,144
«Ma.m,le» CUMIITOMBI HHEJINAKHUHN

00U B 0 0 i i i
o orax 7 (6,4%) 1 (5,6%) 0,889
Kapuec 1 (0,9%) 1 (5,6%) - 0,144 - -
TOJIOBHBIE 0OJIH 11 (10,1%) - - - - -
Sz;“"‘“’“m’m 15 (13,8%) 5 (27,8%) 3(42,9%) | 0,131 | 0,04 | 0,469
3aophl 12 (11,0%) 2 (11,1%) - 0,990 - -
KOMCHDIC 23 (21,1%) 6 (38,9%) 1(14,3%) | 0,100 | 0,667 | 0,237
BBLICBIIIAHUA

Ilpumeuanue: p1 — paznuuus mexcoy oemomu ¢ DQ2 u DQ8;
P2 — pazauyus medicoy demovmu ¢ DQ2 u DQY;
p3 — pazauyusn medicoy oemovmu ¢ DQS u DQ7.

B kauecTBe HWITIOCTpannu 0COOEHHOCTEH TCUCHUS OCJInaKu B 3aBHCUMOCTHU

ot rarwtotuna HLA-DQ npuBoauM Tpu KIMHAYECKUX MPUMEpa.
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Knunuueckuii npumep Ne3

JHeBouka, 12 ner, noctynuna B ractpolnreposiornueckoe oraenenue ['bY3 CK «/II'Kb
uM. ['K. ®Ouumnmckoro» ¢ xanobaMu Ha 09aroBoe BBITIAJICHUE BOJIOC Ha TOJIOBE, BBHIPAKCHHBIC
ACTEHOBEreTaTUBHBIE MPOSABIEHUS (C1a00CTh, BAJIOCTh, YTOMIISIEMOCTD).

AHaMHe3 3a00JIeBaHHMAI: CO CJIOB MarepH, BbIIIETIEPEUNCIICHHbBIE KajJ00bl OECIOKOST
peberka B Tedenune S5 ner. Ilo manHOomMy moBoxy B ¢eBpane 2018 roma KOHCYIBTHpOBaHA
JIEpMaToJIOroM, IOCTAaBJIEH JUarHo3: THe3IHas anonenus. IIpoBeneHoO jeueHue: mpenaparsl
[IMHKA, Ma3d C TONMHYECKUMHU TIIOKOKopTUKouAamu. Ha ¢doHe Tepanuu 0e3 MOJIOKUTETbHOM
JUHAMHKH, OTMEYaI0Ch COXpaHEHHUE Kajlo0 Ha BBINAJEHHE BOJIOC.

B wuronme 2018 roma oOparuinuchk K DHAOKpUHOJIOTY amOynatopHo. [IpoBeneHo
o0cienoBaHue, IO Pe3ylIbTaTOM KOTOPOTO BBISBICHO: MOBBIIIEHUE aHTUTEN K THPEONIEPOKCHIa3e
(41,19 ME/mn npu Hopme menee 0,34 ME/mi), noBeiiienue ypoBHs nposiaktusa (297 mkME/mn
npu Hopme 6,4-273,5 wmxkME/mn). IlocraBneH auarHo3: ayTOMMMYHHBIM —THUPEOUIMT.
CyOxnuHuueckuil runotupeos. IlpoBeaeno neuenue: syrupokc. Ha ¢one tepanuu ormeyanoch
KyIIHpOBaHHE kajj00 aCTEHOBET€TaTUBHOTO XapaKTepa, OJTHAKO BhINA/IEHUE BOJIOC COXPAHSIIOCH.

B wuione 2018 roma BmepBble KOHCYABTHPOBAHA TaCTPOIHTEPOJOTOM aMOyIIaTOPHO.
[ToctaBnen nuarHos: nuchyskinus chunkrepa Onau mo maHkpeaTHueckoMmy Tumy. Jucxonus.
Anonenus. IlpoBeneHo seyeHue: TaHKpeaTHdeckue (epMeHTHI, MPOTUBOMApa3UTapHbIE
mpenaparbl, aHTUTHCTAMUHHBIE CpeACTBa, mpodbuoTuku. Ha ¢oHe Tepanuu oTMedanach
CI1a00MONIOKHUTEbHAS TUHAMUKA; CO CIIOB MaTepu, BOJIOCHI CTald HEMHOro pactu. OnHaxo, B
ceHTsi0pe 2021 roaa nposBieHUs ajionenuu BO300HOBUINCH, B CBSI3U C YeM BHOBBH OOPATUIINCh K
sHpokpuHosory. [IpoBeneHo oOcinenoBaHue, B  pe3yiabTare KOTOPOTO  BBISIBICHO: B
OMOXMMHUYECKOM aHanu3e KpoBu — runeprpancamuHazemus (AJIT 313 Ex/n, ACT 290 En/n),
noBbiieHue ypoBust 1D (432 En/n), I'TT (52 En/m), JIAI (309 En/n), moBBIMICHHBIA TUTP
anTuTen K Tupeorneporcuaase (107,9 En/mn npu Hopme menee 5,6 En/mn), nedpunur ButamuHa
D (16 wur/mn, npu nHopme 30-100 wnr/mm). IlocraBmeH aMarHo3: AyTOMMMYHHBIH
MOJIIIAHAYISPHBIM  CHUHIAPOM: ayTOMMMYHHas  allonenusi, ayTOMMMYHHBIH THPEOHJIUT,
ayTouMMYHHBIH renatut? [IpoBeneHo geueHmne: SyTUPOKC, aKBAACTPUM, a(iIoIepM.

OO0beKkTHBHBbIE JaHHBIE: COCTOSIHHE peOeHKa cpeqHeil cTemeHu TshkecTH. Peakuust Ha
OCMOTP aJIeKBaTHasl, OTMEeuaeTcs HEKOTOpast SMOIIMOHAJIbHAS MaOUITBHOCTD.
AHTpoOmoOMeTpruYecKue mokaszarenu: poct — 161 cm, macca tena — 46,5 xr, UMT — 17,9 xkr/m”2
(puc. 24).

Ha rosmoBe ormeuaercsi HEpaBHOMEPHBI POCT BOJIOC, MECTAMU BOJIOCHI MOJIHOCTBHIO

oTCYTCTBYIOT. PocT OpoBeil He3HaunTeneH. XKUBOT okpyrioit (Gopmbl, CHMMETPHYEH, HE B3IYT,
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IpU Hambnanuy MIrkui, 6e30one3nennsiii. Ctyn 1 pa3 B aens, 4 tun no bpucronbckoii mkae,

0e3 MaToJIOTUYECKUX MTPHUMECEH.

Length/height (cm)

150

435D § s}
+250

Age: 12yr 2mo (146mo), 2-score: 0,22 +38D0 4

Age: 12yr 2mo (146mo), z-score: -0,02

Median

25D 4
-35D

+250

Median

Body mas:

2 24 36 48 60 T2 84 96 108 120 132 144 156 163 180 192 204 216 228 240

Age (months) Age (months)

Poct/Bo3pact HUMT/Bospact

Puc. 24 — Oyenxa ¢usuueckoeo pazgumus nayueHma

IIpoBeneno oOciemoBanue:

oOIIMii aHaTN3 KPOBU: TOKA3aTeIN COOTBETCTBYIOT pehepeHCHBIM 3HAUCHHSIM.
OMOXMMHUYECKOE HCcaenoBanne KpoBu: runeprpancamuaazemus — AJIT 220,4 En/n
(mopma 0-32 En/m), ACT 146,4 En/n (Hopma 0-31 En/m).

antu-TTI: 1IgA 113,03 Ex/n (Beie 20,0 En/n — nonoxurensueiit), 1gG 12,85 En/n (amke
25 En/n — oTpunaTeabHBbIi ).

AT'A: IgA 96,4 En/mn (Hopma menee 25 En/mi), IgG 4,9 En/mn (Hopma menee 25 En/m).

aHaJIM3 KPOBH Ha aHTUTENA K dHAOMU3MIO: TUTP 1:1280 (HOpMa 110 1:2,5).

HLA - tunupoBanue amienei mpeapacrnoioxkeHHoctd K nenumakur: DQAT 0301:0501
DQBI1 0302:0301. Beisnen rarmotun HLA - DQ8.

OOI'JIC: cnusucTas IBEHAAIATUIIEPCTHON KUIIKU PhIXJIasi, OTeYHAasl, CKIAJIKU CTIIaXKEHBI,
HMMEIOT BBIPXKEHHYIO MOTIEPEYHYIO0 NCUEPUCHHOCTD.

Mopdonoruueckoe uccienopanne COTK: B O6uontare (pparMeHT CAM3UCTONH 0OOJIOUKH
TOHKOM KHIIKH C YABOCHHEM OTIEIbHBIX BOPCHHOK, CJIa00 BBIpAXEHHOW IUM{QO-
MJ1a3MOKJIETOYHON WHUIbTpanueil cOOCTBEHHOW TIUTACTUHKM M CTPOMBI BOPCHHOK C
MPUMECHI0  €IUHUYHBIX 203MHO(UIOB. OmnHcaHHas THUCTOJOTMYECKass KapTHUHA
COOTBETCTBYET IIEIMAKMH CO CTagueil arpoduu KUIIEYHBIX BopcuH 3B  mo
knaccupukaruu Marsh - Oberhuber.

PCHTICHOIrpaMMa KOCTEH KHCTeM: KOCTHBIN BO3pacCT COOTBETCTBYCT 12 roaam.
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Ha ocHoBaHuuM naHHBIX *aj00, aHAMHE3a, JAHHBIX OOBEKTHBHOIO OCMOTpA, a TaKXKe
pe3ynbTaToB J1a00PATOPHBIX U HHCTPYMEHTAIBHBIX METOIOB 00CIIEIOBAHNUS TIOCTABJICH IMArHO3:
OcHoBHoli: llenunaxus, BriepBble BbIsBICHHAs!, CTaAMSI IEKOMIIEHCALUU.
ConyrcTByromuii: Anomnenus: ToTajlbHas. AyTOMMYHHBIN MOJUITIAHYISPHBIM CHUHIPOM.

AYTOMMMYHHBII TUPEOUUT.

OnurcaHHbll KIMHAYECKUH CIy4ail JEMOHCTPUPYET TEUYEHHUE LEIUAKUU Y
pebeHKka ¢  TEHETUYECKOHM  MpeapacloyioKEHHOCThIO,  OOYCJIOBICHHOU
npucyTtcTBueM B TeHotune wmosekynsl HLA-DQ8, ¢ noMuHupoBaHueM B
KIMHAYECKOH  KapTUHE  HETUNUYHONM i 3a00eBaHHMS  BHEKUIICYHOU
cunromaTuku. KpoMme Toro, JMarHoCTUpOBaHHAs y peOCHKa MaTONOTHs OpPraHoOB
SHIOKPUHHOW  CUCTeMBl  (ayTOMMMYHHBIA  TMOJNUTIAHAYISPHBIA  CHHIPOM,
AyTONMMYHHBI THPEOWIIUT) TIOATBEP)KIACT OINMCAHHYI B JIHTEPATyPHBIX
MUCTOYHHKAX AaCCOLMAIMIO IICIMAaKUA C ayTOMMMYHHBIMH OJHJIOKPHHOMATHUSIMHU,
KJIIOYEBYIO POJb B (POPMHUPOBAHUM KOTOPBIX UTPAET OOIIHOCTh MOJIEKYJ IJIABHOTO
KOMILIeKca THucTocoBMecTHMocTH, a uMenHo HLA-DQ2 um HLA-DQS8, uro
MO3BOJISIET BKJIIOYWUTH JAHHOTO TMAalMEHTa B TPYNIy pUCKA IS HPOBEIACHMS

CKPHUHHUHI'OBOT'O O6CJI€I[OB3HI/I5[.

Knunuueckuit npumep No4

Manpuuk, 9 net. [loctynun B ractposnteposiorndeckoe otaenenne ['bY3 CK «II'Kb um.
I'K. ®ununmckoro» ¢ jxamobamMu Ha OOJM B JKUBOTE, B SIUTACTPAIBHOW M OKOJIOMYIOYHOM
o0nacTsx, SMU30/1bl B3AYTHUSI )KUBOTA, TOIIHOTY, CHIDKEHHBIM alleTUT, HU3KUE MPUOABKU MacChl
Tena, SMU30/bl PaKUKEHHOTO CTylna 10 3-5 pa3 B JE€Hb, ONEIHOCTh KOXKHBIX MOKpPOBOB,
ACTEHOBETeTaTUBHBIE MPOABIEHUS (cI1a00CTh, BSJIOCTh, YTOMIISIEMOCTD).

AHaMHe3 3a00JieBaHHMAI: CO CIIOB MarepH, BbIIICTIEPEUUCIICHHBIE KaJ00bl OECHOKOST
pebenka B TeueHue 4 ner. [lo maHHOMY MOBOAY HEOAHOKpPAaTHO oOpalainch K MeaHarpy,
racTPOIHTEPOJIOTY IO MECTY JKUTeNbCTBa. [Ipu 00ciieoBaHNM B reMOrpaMMe BbISIBIIEHA aHEMUs
nerkoit crenenu Tsokectu (HGB 114 1/m), B OMOXMMHYECKOM aHalM3€ KpPOBH — HHU3KHE
MoKa3aTely ChIBOPOTOYHOTO skeine3a (5,07 Mxmosb/a npu HopMe 9,0-21,5 MkMoutb/i), peppuTruHa
(5,95 mxr/r nmpu Hopma 6,00-320,00 mkr/m), npu npoBeaeHuun PIIJIC BbIsABICH peditokc-
a30¢arut 1 ct1, nudp¢y3HBIH NTOBEPXHOCTHBIM TacTPUT, MOBEPXHOCTHBINA ayoneHUT. IlocraBien
marHo3: I'DOPb: pedmiokc-a30parutr 1 cr., xpoHuyeckuit auddy3HbIi NOBEPXHOCTHBIH

ractpoxyonenut, Helicobacter pylori-neraruBnsiii, cragus obocrpenus. [IpoBeneno neuenue:
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CMa3MOJINTUKH, TPOKUHETUKH, aHTAIMIHBIC MTpenapaTsl, (hepMEHTHbBIE IpenapaTsl, IPOOUOTHUKH.
Ha (bOHe TCpaluyu OTMCUAJIaCh KPATKOBPECMCHHAA IIOJIOKUTCIIbHAd AJWHAMWKAa B BH/C
KyIUpOBaHUs 00JIEBOTO a0JOMUHAIIBHOTO CHHJIPOMA, OJIHAKO, XKAJIOObI HAa B3IyTHE >KHUBOTA,
OIMMU304bI YYAIICHHOIO HGYCTOf/'IqI/IBOFO CTyjla, TOUIHOTY, HH3KHC HpI/I6aBKI/I MacCChl T€la
coxpansuuch. i panpHEWmero oOcienoBaHUA W JiedeHHs peOCHOK TOCHHUTAIM3HUPOBAH B
ractpoanreposioruueckoe otnenaeHue ['bY3 CK «/II'Kb um. I'K. ®unmunmnckoroy.

OO0beKTHBHBIE [JaHHbIe: 00IIee COCTOsSHHE peOeHKa CpeaHEeH CTENeHH TAKECTH,
00yCJIOBIIEHHOE MPOSIBICHUAMU CUHIpOMa MallbabcopOuuu. Peakuus Ha ocMOTp Bsiiiasi, peOeHOK
SMOIIMOHAIBHO JTA0MJICH. AHTPOTIOMETPUYECKHE TTOKa3aTeNn: pocT — 142 cMm, macca Tena — 25 KT,

UMT — 12,4 kr/Mm"2 (puc. 25).

LY T T " T T T q = T Ll i b | L T T

+35D

ss| T Age: Sy Dme [108mo, z-score: 0,80 I E E Age: 91 bmo (108ma), 2-sc0re: 1,56 .
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50 |
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e s | ]
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Puc. 25 — Oyenxa ¢usuueckozo pazsumus nayuenma

KoxHble MOKpOBBI 0J€JHO-PO30BBIE, YMEPEHHO BIAKHBIE, 3JIACTHYHBIE, CBHIMM HET.
ITokoXxHO-KUPOBOH CII0H pa3BUT ciabo, pacipeneneH paBHOMepHO. IlepuopOuTanbHble TEHU.
IIpu ocmoTpe monocTu pra oOpamiaer Ha cebs BHUMAaHHME MHOXKECTBEHHBIH Kapuec, Je(eKThl

3yOHOU sManu. JKuBOT yBenndeH B oObeMe, B3AyT, IPU HaJbHAMM MATKHH, OOJ€3HEHHBIH B
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SMUracTPAIbHOM H OKonomyno4yHoit oOmactax. Cryn mo 3-5 pa3 B aeHp, 5-6 Tum 1o
Bpucronbckoii mkane, OOMIBHBIN, ¢ (hparMeHTaMu HeTlepeBaPEHHOM MHUILH.

IIpoBeneno o6caeroBaHueE:

e 00mMIi aHAM3 KPOBH: aHEeMHs Jerkoii crenenn txectn (RBC — 4,80%10%/L, HGB —
113 g/L, HCT - 35,2%, MCV - 73,3 fL, MCH — 23,5 pg, MCHC - 321 g/dl, RDW —
18,7%).

e OHMOXMMHYECKOE MCCIICIOBAHUE KPOBU: CHaeporieHus: — 5,8 mkmounb/n (Hopma — 9,0-21,5
MKMOJIB/JT).

e onpeneneHue ypoBHs ButamuHa D B kpoBu: 13,8 Hr/mi (Hopma 10-30 Hr/mo).

o antu-TTI: IgA>200 Ex/n (Beime 20,0 Ex/nm — monoxkurensubiit), 19G 6,20 En/n (ke 25
En/n — orpuniarensHsrif).

o ATA: IgA 3,40 En/mn (mopma menee 25 En/mn), IgG 62,2 En/mn (Hopma menee 25
En/mm).

e OMA: tutp 1:640 (HOpM™Ma 110 1:2,5).

e HLA - TunmupoBanue amneneit npeapacmonokenHocTr K neiamakun: DQAL 05:01 02:01
DQB1 02:01 02:01. BeraBaen ramiorun HLA-DQ2.

e OOI'JIC: cnu3ncTas NBEHAUATUIIEPCTHON KUILIKU PhIXJIas, OT€YHAas, CKIaJAKU CTJIa’KECHBI,
HUMEIOT BBIPKCHHYIO MTOTIEPEUHYIO0 HCUEPUECHHOCTb.

e wMopdonorudyeckoe wuccienoBanne COTK: TotanmpHas arpodus KHIIEYHBIX BOPCHH,
rryookue KpunThl, nud@dy3Has BeIpakeHHas JTUMQO-TUIa3MOIMTapHasT UH(DHIBTpaIUs.
Omnwucannas mopdostorndyeckas KaptuHa coorBerctByer craauu 3C mo M-Ob
Ha ocHOBaHWM naHHBIX kano0, aHaMHe3a, JaHHBIX OOBEKTHBHOTO OCMOTpPA, a TaKKe

pe3ynbTaToB J1a0OPATOPHBIX U HHCTPYMEHTAIBHBIX METOIOB 00OCIIEIOBAHNUS TIOCTABJICH IMArHO3:
OcHoBHoii: L{ennakusi, BiepBble BBISBICHHAS, CTAIHS JCKOMIICHCAITHH.

OcnoxHeHne: AHEeMHS JIETKOH CTEIIEHH TAKECTH.

OnucaHHBI clly4ail 1€MOHCTPUPYET KIMHUYECKYH0 KapTUHY LEIHAKUUA Y
nanueHTa ¢ ramrotunoMm HLA-DQ, ompenensronuM BBICOKYIO CTEIIEHb PHCKa
pa3BuTHs 3a0o0JieBaHMS. Y JAaHHOTO NAlMeHTa Ha MEPBbIM IJIaH CPeAu IPYrux
MPOSIBIICHUI 3a00JIeBaHUSI BBIXOJAT TUIIUYHBIE KUIIECYHBIE MPOSBICHUS: AUapes,
B3yTHE JKUBOTA, abJoMHHAIBHBIE OOMM. B TO k€ BpeMs CHUMITOMAaTHKA,
OoOyCJIOBJICHHAsI ~ TSDKEJABIM ~ CHHJIPOMOM  MalibaOCoOpOIMHu,  3aKOHOMEPHO

NPpUBOAAIICTO K HAPYIICHHUIO BCACbIBAHUSA OCHOBHBIX MAKPO - © MUKPOHYTPHUCHTOB



111

B TOHKOM KHWIIIEYHUKE Ha (OHE TOTAIBHOM CTENEeHU aTpoPuu BOPCHH,
crocoOcTBOBaNa (POPMUPOBAHUIO BUTAMUH - D U kene304e(pUIMTHBIX COCTOSTHUM,
KJIIMHUYECKU TIPOSBUBIIUXCS AHEMUYECKUM CUHIAPOMOM M HapylieHueM GhocPpopHo
- KaJbIMEBOr0 TOMEOCTa3a, MPUBOASAIIETO K HAPYIICHUIO MUHEPATU3allMi KOCTHOM
TKaHW, B TOM YHUCIIE B BHAC CTOMATOJIOTHYECKUX MPOSABICHUU. JlaHHBIN
KIIMHUYECKUM ciaydail noguyepkuBaeT, 4yrto ramnorun DQ2, wnambonee wyacto
BBISIBIISIEMBI Cpei OOJIbHBIX IeJMAaKHed M Haubojee >KECTKO CBA3aHHBIH C
TeHETUYECKON MPEeapacloioKeHHOCTRIO K Pa3BUTUIO 3a00J€BaHUS, MOXET
ompenensaTh W 0Oojiee SAPKO BBIPAKCHHBIE KIMHUYECKUE TIPOSBICHHUS €€

MaHupecTaIu.

Knunuueckuit npumep N5

HeBouka, 8 net, moctynuina B ractposnTeposorndeckoe otaenenue ['bY3 CK «II'Kb um.
K. ®wmunmnckoro» ¢ kamobaMu Ha NepHOAMYECKHE OOJIU B KUBOTE, B SIUTracTpalbHOW M
OKOJIOITYITOYHOM 00IaCTsIX, SMU30/IbI B3AYTHS JKHBOTA, SIMU30/IbI PA3KIKEHHOTO CTyJa 10 5-6 pa3
B JICHb.

AHaMHe3 3200JIeBaHMSI: CO CJIOB MaTepH, KaJoObl HA MEepUOINYECKUe OOJIN B KUBOTE,
B3/IyTHE XHUBOTa OecrokosAT pebeHka B TeueHue 4 ner. [lo maHHOMY MOBOAY HEOJHOKPATHO
oOpamaniuch K  [eAUaTpy, racTposHTeposnory amoOymaropno. IlocraBnen  auarHos:
(byHKIMOHANbHAS AUCIIETICUS, AUCKUHETUYeCKUi BapuaHT. llomydana sedeHue: MPOKUHETHKH,
dbepMeHTHBIE mMpenapartbl, TpoOouoTHKU. Ha ¢one Tepanuu oTmeudanach KpaTKOBpEMEHHas
MOJIOKUTENbHAS. JUHAMUKA, OJTHAKO, MOCJE€ OKOHYAHUS TEpallud OTMEYajoch BO30OHOBJIECHUE
xano6. B urone 2017 roga B CBS3M C MOSBICHUEM kaJlo0 Ha ydalleHHBIH (10 6-7 pa3 B CyTKH)
KaluieoOpasHeld  CTynl 0OpaTWiIuMCh K meauarpy. PexkoMeHJoBaHa TrocCHUTaIM3alus B
ractposnreposiornueckoe otaenenue ['bY3 CK «AI'Kb um. I'K. @ununmckoro.

O0bexkTHBHBIE JaHHBbIE: OO0IIee COCTOSHHE peOeHKa CpenHedl CTeneHH TAKECTH.
Co3nanue sicHoe. Peakuusa Ha OCMOTp KKBasl, aJicKBaTHasi. AHTPOIIOMETPUUYECKHE NTOKA3ATEIu:
poct — 133 cm, macca tena — 27 kr, UMT — 15,3 xkr/m"2.

KuBoT OKpyroi (QOopMBI, CUMMETPUYECH, YMEPEHHO B3AYT, MPU MANbIAllMU MSTKHH,
00JIE3HEHHBIN B MUTACTPAILHON U OKOJIOMYNOYHOM obnactsax. Cryn 5-6 pa3 B JeHb, 5-6 TUII 1O
Bbpuctonbsckoit mikane, 6e3 martonoruueckux npumeceid. Co CTOPOHBI OCTANbHBIX OPraHOB U
cucTeM — 0e3 MaToJIOTHH.

[IpoBeneHo oOcienoOBaHUE:
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e 00Ul aHAJIN3 KPOBH: TIOKA3ATEJIM COOTBETCTBYIOT pehpepeHCHBIM 3HAYCHUSIM.

¢ OMOXMMHYECKOE HCCIECIOBAHUE KpPOBH: IIOKA3aTeNd COOTBETCTBYIOT pe(epeHCHBIM
3HAYCHUSIM.

e antu - TTI: IgA 39,15 En/n (Bemme 20,0 En/nm — nonoxurenshsiii), 19G 1,0 Ex/n (amke
25 En/n — oTpunaTenbHbIi).

o ATA: IgA 96,48 En/mn (Hopma menee 25 En/mn), IgG 62,77 En/mn (Hopma meHee 25
En/m).

e DOMA: menee 1:2,5 (Hopma no 1:2,5).

e HLA - tunmpoBanue amreneid mpeapacronokeHHocTd K nenmmakuu: DQAIT 0501:0501
DQB1 0301:0301. Beisieiien ramorun HLA — DQ7.

e wmopdonornueckoe wuccienopanne COTK: rucronoruueckas KapTMHAa COOTBETCTBYET
LEeUaKUKA CcO CTaaueil aTpouu KUIIedHbIX BOpPcHMH 3A mo kiaccudukamuu Marsh -
Oberhuber.

® pEHTreHOrpaMMa KOCTEW KHUCTEH: KOCTHBIA BO3PACT COOTBETCTBYET 8 ToAaM.

Ha ocHoBanum naHHBIX *ayno0, aHaMHE3a, JTaHHBIX OOBEKTUBHOTO OCMOTpA, a TaKXke
pe3ynbTaToB Ja0OPATOPHBIX U MHCTPYMEHTAIbHBIX METOIOB 00CIIEIOBAHNUS IOCTABIIEH IUArHo3:

OcHoBnoit: Llennakusi, BnepBbIC BbISBICHHAS.

OnucaHHBIM KIMHUYECKUM CIydail JIEMOHCTPUPYET TEUCHHE LEIUAKUU Y
nanueHTkn ¢ rammotunoM HLA-DQ7, o0ycinoBnuBaromuM HHU3KYHO CTETCHb
TCHETUYECKH  JCTCPMUHUPOBAHHOTO pHCKa MaHudecTranmum  3a00JIeBaHUS.
HecnenuduanocTs KIIMHAUYECKOM KapTUHBI c npeobiagaHueM
racCTPOMHTECTUHAIBHBIX MPOSIBJICHU I JUKTYET HEOOXOIUMOCTh
1IeJICHANPaBJICHHOTO TOMCKA IIeJIMAKUM CPEAM TMAIlMeHTOB C IPOSIBICHUSIMHU
(YHKIIMOHAIEHOU JTUCTICTICHH.

AHTpOIIOMETPUYECKHE JaHHBIE JETEd W MNOJIPOCTKOB C IEJIUAKHEN B
3apucuMocTd  OT Tamioruna HLA-DQ Ha MOMEHT IIOCTAaHOBKHM JHArHosa
MpeACTaBICHBI B TaOmHIe 23.

[Ipu aHanm3e aHTPONMOMETPUUECKUX JTAHHBIX BBIABICHO, YTO Y MAIIMEHTOB C
rarutoturiom HLA-DQS8 ormeuaercst G6ojee BbIpakeHHas 3a7epikka (HH3NISCKOTO
pa3BUTHS MO MAacCe W JJIMHE Tesia. Y manueHToB ¢ DQS8 cpenuuit Z-score IJIUHBI U

Maccel Tena B 1,9 m B 1,7 pa3a HmKe MO CPaBHCHHUIO C JICTBMH, MMCIOIIUMU
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rarutotunt HLA-DQ2. Comarorenssiii Hanusm (Z-score pocra -2,0 SDS u 6onee) y

neteit ¢ DQS BoisiBiieH B 6 (33,3%) ciyyasx, 4to B 2,4 pa3a Ooiblile, 4eM y JAeTel ¢

DQ2 — 15 (13,8%) nauuentos (p = 0,039).

Tabnuua 23 — AHTponoMeTpUYECKHE MOKA3aTeIN Y NAMEHTOB C PA3IMYHBIMU

ramotunamu HLA-DQ

Astesn HLA HlocrosepHocTs,
Z-score pazauuuii (y2)
DQ2, DQ8, DQ7,
n — 109 n-18 n-7 p1 pz ps
Z-score 1,22 22,02 1,71
waces Tema | [-1,77:-023] | [-2,63: - 0,36] | [-2.11;-0,2] | %086 | 0221 | 0242
Z-score -0,83 -1,58 0,24
JUTMHBI TEA [-1,49; 0,02] [-3,45; -0,66] [-1,44; 1,0] 0,04 0,109 | 0,034
Z-score -0,85 -0,93 -1,24
VIMT [-1,85:-0,08] | [-157:-007] |[-2.05-1,03] | %223 | 0.180 | 0,076

Ilpumeuanue: p1 — paznuuus medxncoy nayuenmamu ¢ DQ2 u DQS;
P2 — pasauyusn medxicoy nayuenmamu ¢ DQ2 u DQ7,
p3 — pazauyusn medicoy nayuenmamu DQS u DQ7.

Ha pucynke 26 npencrasnena mopdornorndeckas xapakrepuctuka COTK u
CTaJNH aTpopUU KHUIICYHBIX BOPCUH y 00CJICIOBAHHBIX IMAIIMEHTOB B 3aBUCUMOCTH
or rammmoruna HLA-DQ. Mopdonoruyeckas crpykrypa COTK y mamueHToB c
rarutoturiom DQ2 u DQS cymiecTBeHHBIX pa3Iuyuil HE UMela: B 000UX CIIydasix B
CTPYKType JIOMUHUpPOBaJia TOTaJbHAas CTENEHb aTpoPUU KHIICYHBIX BOPCHH,
coorBerctByfomias craguu Mash 3C. V nereit ¢ rammorumom DQ7 mpeobinagana
ymepenHas crenenb arpodun BopcuH COTK. [lanHbIE 3aKOHOMEPHOCTH MOTYT
ObITh OOBSACHEHBI paHHEH MaHudecTarueit 3a0oneBaHus y JIETel C TalIOTUIIOM
DQ7, 4TOo CHOCOOCTBYET YKOPOUEHHWIO JIUTEIHLHOCTH JIATEHTHOTO Iepuoja Hu
panHedt Bepubukanuu 1enuakud. CBoeBpeMEHHash IOCTAHOBKA JHMarHo3a u
nepeBon manueHta Ha bIJ] cmocoOcTByeT CHIDKEHUIO MPOAOIKUTEIBHOCTH
Tokcuueckoro pevctBus riaoteHa Ha COTK, Tem caMbIM yMEHbBIIAs JIOJTIO

MAIMEHTOB C TOTAIBHOU aTpo(ueil KUIIIEUHBIX BOPCHUH.
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4
30 (22,2%) = Marsh 3A
(27,5%) Marsh 3B
(5741%) = Marsh 3C

Puc. 26 — Cmpyxmypa cmaouit ampoguu cauzucmot moue kuwky no Marsh-

Oberhuber 6 zasucumocmu om zanromuna HLA-DQ

B Tabmume 24 mnpencrtaBieH YpPOBEHb CHEUM(PUUYSCKUX JUIS IEJIMAKUU

AHTUTCIT Y O6CJ'I€,Z[OB3HHBIX /:[eTeﬁ U MOAPOCTKOB B 3aBHUCUMOCTU OT TaIlJIOTHIIA

HLA-DQ.

Tabnuna 24 — YpoBeHb crienu(pruueckiux aHTUTEN

y o0clieToBaHHBIX MAIIUEHTOB B 3aBUCUMOCTH OT Tarutoturna HLA-DQ

Amxean HLA I[ocmsepmz;;;, pazanumni
IToka3areuan DO2, DOB, DO,
n—109 n-18 n—7 p1 p2 ps
Antu-TTL IgA, | 100,0 431 36,6
Ep/m [43.8;: 2000 | [9,3;455] | [28.8:58,6] | 008 | 0,334 | 0,439
Antu-TTT 19G, 14,8 20,5 6,9
Ex/mn [21:256] | [21:209] | [1,1:216] | 0393 | 0214 | 0379
OMA, En/mn 640
[160; 1280] 640 | 121,7+1192| 0,340 | <0,001 | <0,001
ATAIgA, Egmn | 535 17,7 16,6
[18,0;98,4] | [5.2:19,8] | [8.2;624] | 2001 | 0077} 0308
ATAIGG, B | 72,1 17,6 42,9
[241;1285] | [106;186] | [93;79.4] | 0004 | 0165 | 0183

Ipumeuanue: p1 — pasnuyus medncoy nayuenmamu ¢ DQ2 u DQ8;
P2 — paznudus mexcoy nayuenmamu ¢ DQ2 u DQ7,;
p3 — paziudus mexcoy nayuenmamu DQS u DQ7.



115

[Tpu ananm3e ypoBHS crielu(PUUECKUX aHTUTEN BBISIBICHO, YTO y MAIIMCHTOB
¢ rarmotunioM DQ2 oTMeuaroTcs X MakCUMaIbHO BBICOKHE YPOBHH. Tak, YpOBEHB
antu-TTI IgA y nereit ¢ DQ2 B 2,3 pasa Bblllle, YeM y MALMEHTOB C TallJIOTUIIOM
DQ8 (p = 0,008). Yposenb OMA y nereit u3 rpynnsl DQ2 B 5,3 pasa Beille, 4yem
mpu DQ7 (p <0,001). [Tokazarenu aHTUIIHMAAUHOBBIX aHTUTEN KiaccoB IgA u 1gG
y manueHToB ¢ ramwtotunom DQ2 coorBerctBerHo B 3,0 (p = 0,001) u B 4,1 paza (p
= 0,002) mpeBsimiaroT aHagoru4nbie y aerei ¢ DQS.

[Ipy MUHWUMaTBHOW WM CYOTOTAJIBHOW CTENEHHW arpoPuu KHUIICUHBIX
BOPCHHOK CEPOIO3UTUBHOCTH BBISBISIETCS PEKE, YEM MPH TOTAJbHOW aTpoguu.
Tak, cormacHO aHHBIM HalIero MccieAoBaHus, Mexay ypoBHeM aHTu-TTI IgA u
crenieHbio arpodun BopcuH COTK BhIsIBIICHA NIpsiMasi KOPPEIISAIIMOHHAS CBsA3b (I =
0,2, p =0,005), 4T0 CBUAECTENBLCTBYET 00 YBEIMUYECHUU YPOBHS CHEIUPUUECKUX IS
ICIMAKUU aHTUTEI TI0 Mepe YIIyOleHHs aTpo(HUUECKUX TMPOIECCOB B TOHKOM
KUIIIEYHHKE.

VYpoBenb crnenudUUecKux I IEJIMAKUW aHTUTEI B 3aBUCUMOCTH OT
rarutotunia HLA-DQ u crenienun arpoduun COTK npeacrasnen B Tabmutie 25.

VY marnuenTtoB ¢ ramnorunoM DQ7 orMeuarorcs HauOoliee HU3KHE YPOBHH
crienuPpUIeCKUX AaHTUTEN, YTO, BEPOATHO, OOYCJIOBICHO IMpeolialaHieM B
crpykrype arpopun COTK cragum Marsh 3B. B T0 e Bpems, cormacHo
MIOJTyYE€HHBIM HAMU JTAHHBIM, TaIlJIOTUIIBI TTPEIPACTIONOKEHHOCTH K nenuakun DQ2
u DQ8 B OONBIIMHCTBE CITydaeB aCCOIMUPOBAHBI C TOTAIIBHON CTENEHBIO aTpodun
KHUIIIEYHBIX BOPCUH, Y€M MOTYT OBITh OOYCJIOBJICHBI BHICOKME YPOBHHU AHTHUTEN Y
MAIMEHTOB C IAHHBIMU aJUICTISIMHU.

VY mamuenToB ¢ ramotunioMm DQ2, nMemux ToTanbHYI0 CTeNeHb aTpodun
BopcuH COTK, yposens antu-TTI" IgA cocrasmn 126,5 [73,9; 200,0] Ex/ mu, uro
B 1,5 pasza BbIllle IO CPAaBHEHUIO C MAIMEHTAMH, UMEIONUMHU CTaIUI0 arpopuu
Marsh 3B — 82,1 [48,9; 138,3] Ex/mn (p 0,035) u B 1,6 pa3 Beime, 4yem mpu
MUHHUMalIbHOK crenenn arpobun — 80,1 [24,7; 196,9] Ex/ma (p = 0,059).

Haubosee BbICOKME mOKa3aTeIM AaHTUTEN K OHAOMU3HUIO Yy IIAaOUCHTOB C
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ramtorunioM DQ2 BeisiBneHbl npu ToTanbHOU creneHu arpoduu BopcuH COTK,
NPEBBIMIAIOIIAE TAKOBBIE B 2 pa3a y MalMeHTOB co cramueit arpopuu Marsh 3A
(p= 0,053). VYpoenr AI'A-IgA y manuenToB u3 rpymmnsl DQ2 mpu TOTanmpHOM
creniean arpodpun COTK cocraBun 72,2 [29,5; 99,9] Ea/mi, npesbimias JTaHHBINH
nokaszatesib B 2,7/ pa3 MO CPaBHEHUIO C MallMEHTaMH, UMEIOIIUMU U3MEHEHUs
APXUTEKTOHUKN KHIIEYHBIX BOPCHH TOHKOH KHWIIKH, COOTBETCTBYIOIIHE CTaIUH
Marsh 3B (p = 0,014). HauGonee Bbicokue 3HaueHusi AI'A-IgG y mamueHToB ¢
rartoruonM DQ?2 BbIABIEHBI NPpU TOTANbHOW aTpoduu KuiiedHbX BopcuH — 79,0
[33,9; 155,0] Ea/mu, uto B 1,5 pa3 Bellie, M0 CPABHEHUIO C JIETbMH, UMEIOIIIMMU

craauto Marsh 3B (p = 0,010).

Tabmuma 25 — YpoBeHb crienupuyecknx aHTUTEN Y 00ClIeIOBaHHBIX MAIUEHTOB B

3aBucumoctu oT ramwtotuna HLA-DQ u crenenu arpopun COTK

Asean HLA
DQ2, n = 109 DQ8, n =18 DQ7,n=7
Hoxasarens —a 38 | 3C | 3A | 3B | 3C | 3A | 3B | 3C
N=18 |n=30|n=61| n=2 | n=4 |n=12| n=1 | n=4 | n=2
801 | 821 | 1265 213
a1 a7 | 489 | [739; (431 | 870 | BL | 237 | 504 | -
9A, En 196,9] | 138.3] | 200,0] 13.4]
f‘g‘%ﬂ%ﬂ 6.3 [117 ';_ 156 20,5
95, (1925 | 3577 | BL | 213 | 108 | 2L | 127 | 109 | -
6] 11 29,5] 11.8]
OMA, 320 | 640 | 640
Ex/ao [120; | 8o: | 320 | - ; 640 .o l1217 | -
320] | 640] | 1280]
ATA-IgA, | 469 | 268 | 72,2 10.8 433
Ex/o [10,8; | [127: | [295: | 254 | 44 |[41 | 911 |[14,9; | 82
94,9] | 71,7] | 99,9] 19,8] 79,5]
ATA-IGG, 622 | 543 | 790 27 4 711
Ex/mo [18,7: | [224: | [33.9: | 147 | 165 | [36; | 23,14 | [33,6; | 9.3
122.9] | 86,5] | 155,0] 27.4] 130,9]
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5.3.

CpaBHHTE/IbHBIII AHAJIHM3 KIHMHUKO - AHAMHECTHYECKHX,

CEPOJIOTHYECKUX M  MOP(OIOrHYeCKHUX XapaKTepPUCTHK NAIHEHTOB C

HeJHAKHed pa3IMYHbIX IPYNI FeHETHYEeCKOI0 pUCKa

B 3aBucuMocTu OT coueTaHus CrnenUu(PUUECKUX ajiededl U OT pa3IuyHOro
KayecTBa M KOJUYECTBa Mpe3eHTupyromux Monekynr HLA Ha mnoBepxHocTH
AHTUTEHIIPE3CHTUPYIOUINX KJIETOK OOCIIeJOBAHHbIE MAIIMEHTHl pasjeieHbl Ha 5
IPYII pUCKA Pa3BUTHs IIEJIMAKHMA B COOTBETCTBHM C Kiaccudukammed Jeannin
M.A. u coasr. (G1-G5), c¢ TenaeHuumenn K

CHM)KXCHHUIO T'CHCTHUYCCKOI'O

n0303aBucuMoro 3ddekra ot kareropun G1 k kareropuu G5 (Tadi. 26).

Tabmuma 26 — Pacnipenenenune DR-DQ-anneneit y o6ciae10BaHHBIX MAIUEHTOB

DR- DQ-renorun Cepo- Gene dose Puck pazBurtus Koa-Bo | Yac-
reHo- THI effect neJHaKuu namgeH- | ToTa
THII TOB (%)
Gl A1*05 B1*02 DQ2 I"'omo3uUroTH! Bricoknii 12 9,0
A1*05 B1*02 cis 2 KOIUH

Gl A1*05 B1*02 DQ2 I'omo3UroTH! Bricoknii 29 21,6
A1*201 | B1*02 tranc 2 KOIUH

G2 A1*05 B1*301 DQ2 I'ereposurorsr | CyliecTBEHHBIH 13 9,7
A1*201 | B1*02 tranc 1 komus

G3 A1*05 B1*02 DQ2 I'ereposurorsr | CyllecTBEHHBIH 28 20,9
A1*05 B1*301 DQ7 1 xomnus

G3 A1*05 B1*02 DQ2 I'erepo3urorsr YMepeHHbIi 9 6,7
A1*03 B1*302 DQ8 1 xomnus

G3 A1*05 B1*02 DQ2cis | I'erepo3urorsr | CymiecTBEHHbIH 12 9,0
A1*0X | B1*0X 1 xormst

G4 A1*0201 | B1*02 DQ?2 cis T OMO3UTOTHI Bricokuii 7 5,2
A1*0201 | B1*02 2 KOITUH

G4 A1*0201 | B1*02 DQ2 I"'omo3urots YMepeHHBIH 3 2,2
A1*0301 | B1*0302 DQ8 1 xomus

G4 A1*0301 | B1*0302 DQ8 Huzkwuii 15 11,2
A1*0301 | B1*0302

G5 Al1*0X | D1*0X DQX Huzkwuii 6 4,5
Al1*0X | D1*0X DQX

Pacnpenenenue anneneil mo CTENEHU T€HETUYECKOTO PUCKA MPEACTABICHO
Ha pucyHke 27. BBICOKMII TE€HETHYECKH JICTCPMHUHHPOBAHHBIM PHUCK Pa3BUTHS
nenuakuu Obul oOHapyxeH y 35,8% mamumenroB, mpu 3tom cpenu 109 DQ2-
MO3UTUBHBIX TMAIMEHTOB OKOJIO MOJOBUHBI (44,0%) 0butn DQ2-TOMO3UTOTHBIMU.

CyuiecTBeHHBIM pUCK pa3BUTHS 3a00J€BaHMsl ObLT BBISIBIEH Yy MAIMEHTOB C
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reTepO3UrOTHBIM  T€HOTUIIOM, JIOJII  KOTOpPbIX  Cpead  oOIero  yucia
oOcneoBaHHBIX MalMeHTOB coctaBuia 39,5%. VYMmepeHHBbIH W HU3KHUI
TeHEeTUYECKUI pHUCK pa3BUTHs 3a00sieBaHMs, OOYCIOBIEHHBIM 10303aBUCUMBIM
s¢pdexTtom reHoB, oOHapyxkeH y 9,0% wu 15,7% oOcnenoBaHHBIX JAeTell u

MMOAPOCTKOB COOTBECTCTBCHHO.

l 21 (15,7%)

" Boicokuii * CymecTBeHHbII * YMepeHHbI Huskui

Puc. 27 — Pacnpeodenenue nayuenmos 6 coomsemcmeuu ¢ HLA-

0emepMUHUPOBAHHBIMU 2PYNNAMU PUCKA

AHaMHecTUYECKHUE JaHHbIE TAIMEHTOB C IEJIHMaKkuel B 3aBUCHMOCTH OT
CTENIEHM TEeHETHYECKOro J0303aBUCUMOTo 3¢ @deKTa TEeHOB TNPE/CTABICHB B
Tabmnuie 27.

Ananusupys JaHHble TaOmuibl 27, MOXHO 3aMETUTh, YTO BO3PACT
MOSIBJICHUST Kal00 Yy TAIMEHTOB AaHAIM3UPYEMBIX TPYII B 3aBUCUMOCTH OT
CTETICHM TEHETUYECKOTO pHucka MaHu(decTanuu [eIUaKud CYIIeCTBEHHBIX
paznuunii He uMen. B To ke Bpems, y TaleHTOB TPYMIbl HU3KOTO TeHETUYECKOTO
pucka Manudectanusi 3a00JIeBaHUS Ha TEPBOM TOAY >KH3HU Habmomanace B 4,9
pa3 yailie, 0 CPaBHEHUIO C AEThMU Ipymiibl BeicOkoro pucka (p<0,01) u B 4,3 pa3za
yare, 4eM y Jetei ¢ ymepeHHbiM puckoM (p = 0,003).

VY nmauueHToB BO3pACTHOM TpyIIbl OT 1 roma 10 3 JIET MOsABIEHUE NEPBBIX

CHMIITOMOB 3a00Jj1eBaHMsl HanOoJjiee YacTO OTMEYAIOCh B Irpyniic ¢ CymcCTBECHHbIM
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TeHETUYECKUM pUcKkoM — 25 (47,2%) ciyuaes, 4To B 2,5 pa3a yaiile, 10 CPaBHEHUIO
C MalMEeHTaMH aHaJOTUYHOTO BO3pacTa, UMEIOIIMMHU HU3KUN PUCK MaHUecTaluu
1enuakum, o0ycioBieHHbIN coueTanueM amieneit HLA-DQ (p = 0,026).

Manudecrarus 3a6oieBanus y AeTeil cTapiie 3 JIeT ¢ OJJUHAKOBON YacTOTOM
OoTMeuaJiach Kak B TPYIMIE BBICOKOTO, TaK U B TPYyMIIE YMEPEHHOTO T€HETUYECKOTO
pucka — 50%. IIpu 3TOM NMalMEeHTHI, TarjIOTUIl KOTOPBIX OO0YCIOBIMBAET BBICOKUM
pUCK MaHU(]ecTaluK eTNaKUU, PEIbSBISUIN MEPBBIC )KAJIOOBI B BO3PACTE CTapIIIe
3 net B 2,2 pa3a yaiie, 10 CpPaBHEHHIO C JIETbMU T'PYIIIHI CYIIECTBEHHOTO pUcka (p
=0,005) u B 5,3 pa3 yaiie, yeM MareHThl ¢ HU3KUM puckom (p = 0,002).

B Bo3pactHo# rpynmie crapiie 3 JeT MOsABICHHE Kajlod, XapaKTepHbBIX IS
MaHU(ecTaluKu 1eTuakui, B 2,2 paza yaiie OTMEYaJIOCh B TPYIIE YMEPEHHOTO
T€HETUYECKOTO PUCKA, YEM Y MALIMEHTOB C CyIIeCTBEHHBIM puckoM (p = 0,056) u B
5,3 pa3 yarie 1Mo CpaBHEHHIO C JCThbMHU, UMEIOIIUMH HU3KHUI T€HETUYECKUN PUCK
BO3HMKHOBeHHUS 3a0oneBanus (p = 0,01).

Cpennuii Bo3pacT 00CIEIOBaHHBIX MAIlMEHTOB HAa MOMEHT IOCTaHOBKHU
IMarHo3a «IEJIMaKus» B 3aBUCUMOCTH OT NPHHAMJICKHOCTH K TOH WIM HHOU
rpyIIe TEHETUYECKOTO pHUCKAa CYHIECTBEHHBIX pasznuuuii He wumen. OJHako,
ClelyeT OTMETUTh, YTO Ha TIEPBOM TOAYy JKU3HM HamOoJee 4YacTo [HUarHo3
BEepU(DHUIMPOBAH y MAIMEHTOB C HHU3KHM TE€HETHYCCKHM puckoM — 5 (23,7%)
Ciydaes, uTo B 4,2 pa3a yaiiie, 110 CpaBHEHUIO C TPYIIION CYIIECTBEHHOIO pUcKa (p
= 0,044) u B 11,3 pa3a yamie, 4eM y J€TE€H C BBICOKOW CTENEHBIO T€HETUYECKHU
nerepmuHupoBanHoro pucka (p = 0,007). Hu y omHOoro m3 oOciaeqoBaHHBIX
MalKMEeHTOB, TalJIOTHI KOTOPBIX OMNPENETSeT YMEPEHHbI T€HETUYECKUI PHCK
3a0oseBanusl, 1eIuakus He ObuTa BepuuIIMpoBaHa Ha TIEPBOM TOAY KU3HU.

B Bo3pactHOlU rpynme or | g0 3 neT mpUMEpHO C OAMHAKOBOW YaCTOTOU
JMarHo3 ObUT IOCTABJIEH Y MAllMEHTOB CYLIECTBEHHOTO U HU3KOTO pucka — 45,3% u
42,9% cooTtBeTcTBeHHO. IIpy 3TOM B MaHHOM BO3pPAaCTHOM MPOMEXKYTKE Yy JETel
CYILLIECTBEHHOI'O PHUCKa IeIHaKus [UarHocTUpoBaHa B 1,8 pa3 waiie, ueMm B rpymnre
BbICOKOTO pucka (p = 0,034).

B Bo3pacte or 3 mo 7 ner HamOoyiee YacTO JWMarHo3 ObUT TOCTaBJICH
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MalMeHTaM T'pymibl BRICOKOro pucka — 19 (39,6%). ¥V nmaumeHToB Kak MIIaJIIero,
TaK M CTAapUIEro IIKOJIBHOIO BO3pacTa LEIUaKkus C OJMHAKOBOM YacTOTOU

JIMarHOCTUPOBaHA B IPYIINE YMEPEHHOT0 reHeTuueckoro pucka — 25,0%.

Tabnuua 27 — AHaMHECTHUYECKUE NaHHBIE MMAIIMEHTOB C LIEJIMAKUEN B 3aBUCUMOCTH

OT CTCIICHU I'CHECTUYCCKOT'O pHUCKaA

CreneHb reHeTH4eCKOI0 pUCKa
AHaMHeCTHYeCKHe
BbICOKHH, | CylIeCTBEHHBII, YMepeHHBI, HHU3KHH,
JaHHbIE
n—48 n-53 n-12 n-21
Bo3pacrt nosiBiienus xkanod
Ha TIEPBOM TOMY KU3HU 7 (14,6%) 16 (30,2%) 2 (16,7%) 15 (71,4%)
B Bo3pacte 1-3 ner 17 (35,4%) 25 (47,2%) 4 (33,3%) 4 (19,1%)
B BO3pacTe
24 (50,0%) 12 (22,6%) 6 (50,0%) 2 (9,5%)
crapuie 3 et
CpeaHU BO3pacT 2,4+0,3 2,2+0,2 2,8+0,3 2,5+0,3
MOSIBJICHUS Kayio0, JIET
Bo3pacT mocTaHOBKM IMarHo3a
1o 1 rona 1 (2,1%) 3(5,7%) - 5 (23,7%)
1-3ner 12 (25,0%) 24 (45,3%) 2 (16,7%) 9 (42,9%)
3—7 ner 19 (39,6%) 13 (24,5%) 4 (33,3%) 4 (19,1%)
7—12 ner 9 (18,7%) 7 (13,2%) 3 (25,0%) 2 (9,5%)
12 — 18 ner 7 (14,6%) 6 (11,3%) 33 (25,0%) 1 (4,8%)
CpeAaHui BO3pacT
49+04 3,8+0,4 5,5+0,5 3,9+0,4
MMOCTAaHOBKH JIMarHo3a,
ner

JITUTEeTsHOCTH JTATEHTHOTO TMeproia 3a00JIeBaHus CYIIIECTBEHHBIX PAa3IHUMA

B 3aBUCUMOCTH OT codetanus ajieneii HLA-DQ2 Ha moBepXHOCTH

AHTUT'CHIIPC3CHTHUPYIOIINX KJICTOK, OIIPCACIAOIINX FeHETUYCCKUU PHUCK

MaHu(DecTanuu meaTuakiui, He UMeJla U COCTAaBUJIa TIPU BBHICOKOW CTETICHW PUCKA —
2 [0,5; 3,9] net, npu cymectBeHHOM pucke — 1,8 [0,6; 2,3] neT, npu yMepeHHOM
pucke — 2,3 [0,9; 2,5] net, mpu Hu3KoU cTteneHu pucka — 1,8 [0,7; 3,2] net (puc.
28).
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ﬂ.TIHTP.leHOCTb JATEHTIro nmepuoaa, roabl

Bricokuii CymiecTBEHHEIH YMepeHHEBIH Huzkuit
CTeneHb reHETHYECKOT0 PHCKA

Puc. 28 —ﬂ]lume]leOCWlb AAmMmeHmHo2co nepuoda yeiuakuu 6 sasucumocmu om

CMmenernu ceHenu4ecKoco pucka

B tabnune 28 mpeacraBieHa yacToTa «OOJBIINX» U «MaJIbIX» CHMIITOMOB
IeJTUaKUM Y OO0CIeOBaHHBIX JETEH M MOAPOCTKOB B 3aBUCHMOCTH OT COYETAHMUSI
cienupuIecKux ajiese, ONpeAesIIoNUX CTeNeHbh TEeHETHYECKOTO pHCKa
MaHudectaruu 3abojeBaHusd. AHaIU3UPYs TOJYyYCHHBIC HAMHU JaHHBIC, MOXHO
3aMETUTh, 4YTO B KIWHUYECKOW KAPTHHE Yy TAIMeHTOB TPYIIBI BBICOKOTO
TCHETHYECKOTO  pPUCKA  JIOMHUHHPOBAJIM  JKAIOOBI  HA  PEIUIUBHUPYIONINC
abnomuHanbHbIe 6011 — 29 (60,4% ciyuaeB) u nedunut maccol Tena 28 (58,3%).
Heckonpko peke BCTpedanaucCh TUIMUYHBIC TaCTPOMHTECTHHAIBHBIC IPOSBICHUS —
nuapest (47,9%), B3ayTHe W yBEeIUUYEHUE pa3MepoB xkuBoTa (43,8%), HapylieHue
anmeruta (41,7%). Y ngereid ¢ 1enuakued, UMEIONIUX CYIIECTBEHHBIN
TCeHETUUECKUI PUCK MaHH(ecTauu 3a001eBaHms, Kal00bl HA PEIHIUBUPYIOIIHNE
abmomuHaIpHBIC 00K BCTpeyaauch B 1,8 pa3 pexe, 4eM y MalHeHTOB BBICOKOTO
pucka (p = 0,008). HauGonee yacTeiMu kano0aMH y MaIMEHTOB HU3KOTO PHCKa
sBisutack auapes — 18 (85,7%) cnydae, nedunmut maccel tena — 17 (80,9%) u
3aaepxkka pocta — 15 (71,4%). Tlpu sTom >xano0bl HA AHAPEIO MPEBOCXOIUIIH

TakoBble B 1,8 pa3 no cpaBHeHUIO ¢ rpynmnoi Beicokoro pucka (p = 0,004), u B 1,4
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pa3 Mo CpaBHEHMIO ¢ Tpynnoi cymectBeHHoro pucka (p = 0,036). 3anepxka pocra
y MalMEeHTOB ¢ HU3KUM I'€HETUYECKHUM PUCKOM BCTpedanach B 1,8 pa3 yarie, yeM y
MalMeHTOB ¢ cyuiecTBeHHbIM puckoM (p = 0,014) u B 4,3 pasa uyame, 1o
cpaBHEHMIO C Tpynmnoil ymepenHoro pucka (p = 0,003). Cpeau «MaibIx»

CUMIITOMOB ILCJIIMAKWK Yy HAaOUCHTOB C BBICOKMM TCHCTHYCCKUM PHCKOM

npeobiiagania HEBPOJIOrMYecKas CHMTOMAaTHKa: rojioBHble Oomu — 7 (14,6%)
ciydaeB U OecrnokoiiHbli coH — 8 (16,7%) ciayuyaeB. Y mNalMeHTOB TPYIIIbI
YMEPEHHOTO TCHETUYECKOTO0 pHCKAa MPEBATUPOBAIM TAKUE BHCKHUIICYHBIC

nposiBjieHus: kak occainrun — 2 (16,7%) ciiydaeB U KOXKHbIE BBICHIIAHUS — 3

(25,0%) cnyuaes.

Tabmuma 28 — YactoTa KIMHUYECKUX CUMITTOMOB IEJIMAKUU Y JIeTel 1 MOJAPOCTKOB

B 3aBUCUMOCTHU OT CTCIICHHU I'CHCTUYCCKOI'O pUCKaA

CreneHb reHeTHYeCKOro pucKa

Kuannnyeckune " - " =
CHMITTOMBI I[eTHAKII BBICOKH, | CYyUIeCTBEHHBIN,| YMepeHHbIH, | HH3KHI,
n-—48 n->53 n-12 n-21
«BoJIbIIMe» CHMIITOMBI IeJTHAKHH
amapest 23 (47,9%) 32 (60,4%) 4 (33,3%) 18 (85,7%)
BIYTHC H YBEIHACHHC 21 (43,8%) 27 (50,9%) 7(58,3%) | 14 (66,7%)
pa3MepoB JKHUBOTA
gf;:;ff“py‘om“e OomB | 59 (50,4%) 18 (33,9%) 7 (58,3%) | 14 (66,7%)
pBOTa 11 (22,9%) 12 (22,6%) 1 (8,3%) 4 (19,0%)
HapYyIICHHE aleTUTa 20 (41,7%) 17 (32,1%) 2 (16,7%) 11 (52,4%)
PasHpLRUTCILHOCTD, 10 (20,8%) 16 (30,2%) 3(25,0%) | 9 (42,9%)
arpecCUBHOCTD
neGHIUT Macca Teaa 28 (58,3%) 27 (50,9%) 6 (50%) 17 (80,9%)
3aJiepKKa pocTa 23 (47,9%) 21 (39,6%) 2 (16,7%) 15 (71,4%)
«MaJible» CHMIITOMBI IeJHAKHH
001K B KOCTSX/HOTaX 4 (8,3%) 2 (3,8%) 2 (16,7%) 1 (4,8%)
Kapuec - 1 (1,9%) - 1 (4,8%)
TOJIOBHBIE 00K 7 (14,6%) 4 (7,5%) - -
0

OECIOKOIHBIN COH 8 (16,7%) 7 (13,2%) - 8 (38,1%)
3anopsl 7 (14,6%) 5 (9,4%) - 3 (14,3%)
KOYXHBIE BBICBHITIAHHS 5 (10,4%) 13 (24,5%) 3 (25,0%) 10 (47,6%)

B uenom, BbIsIBICHHBIA NOIUMOP(GU3M KIMHUYECKUX MPOSBICHUN Cpeau

rpynmn reHETHYCCKOro puHcKa MaHI/I(beCTaHI/II/I OCJIMAaKMK OTpaXacT CIUHCTBO
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NaToO(PU3UONIOTMYECKUX MEXaHU3MOB BO3HUKHOBEHHMS 3a00J7€BaHUS M HE HMEET
YeTKOM B3auMOCBs3U C coueraHueM amtened HLA-DQ Ha mnoBepxHocTH

AHTUTCHITPE3CHTUPYIOIINX KIETOK (puc. 29).

—&— BrICOKHI CymecTBeHHBII YMepeHHBIil Huskuii
Huapes
Heppomoruueckue — 100:0%
3anopsl
IIPOABICHHA 20.0%
Hapymienne 60.0% )
A bomu B xuBOTE
almeTuTa a9
0%
\ _p
€20.0% ' /
bom B N
0,00% s B3ayTtue xuBota
KOCTSX/HOTax 4 % =T Y
L\
Kapuec ——s PBoTa
KowxHbie Jedurmt Maccel
BBICHITTAHHS Tena
3azepAxKka pocra

Puc. 29 — Knunuxa yenuakuu y demetl ¢ pasiuyHol cmenenbio 2eHemuiecKkoeo

pucka

Takum o00pa3omM, MOXHO YTBEP)KIaTh, UYTO OCOOEHHOCTH TEHOTHUMA U
CTPYKTYpbl y4YacTKa TJAaBHOTO KOMIUIEKCA THCTOCOBMECTUMOCTH YEIIOBEKa,
OTIPEJICISIIONIETO TEeHETUYECKHUE TMPEANOChUIKH (OPMHUPOBAHUS M pean3aIiuu
AyTOMMMYHHBIX MEXaHM3MOB TIPH [ETHAKWH, HE OKA3bIBAIOT CYIIECTBEHHOTO
BIUSHUS HAa CpOKH MaHudecTtanud 3a00JIeBaHUS Yy KaXJAOTO0 KOHKPETHOTO
WHIUBUIyyMa W HE ONPENEIIIOT OCOOCHHOCTH KIWHUYECKOW KapTHHBI
3a0oneBaHusl, OJTHAKO, COYETAaHWE CIENU(PUUECKHX aieNied, a TakKe PazIudHOe
Ka4eCTBO u KOJINYECTBO MOJIEKYJI HLA Ha MTOBEPXHOCTH

AHTUTEHIIPE3CHTUPYIONIUX KJIETOK OOYCIOBIMBAET PA3IMUYHYIO «103y» 3(dekra
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TCHOB, TEM CaMbIM OMPENEIIss CTENEeHb TeHETUYSCKU ACTCPMUHUPOBAHHOTO PHUCKa
MaHU(DecTanK MeTUAKUH B KaXJI0M KOHKPETHOM CITydae.

B Tabmune 29 mnpencraBieH ypoBeHb chelUGUUECKUX ISl LeJUaKuu
AQHTUTENI B 3aBUCHUMOCTH OT CTCICHM T'E€HETHYECKOro pUcKa MaHudecTamuu

OCInaKHum.

Tabnuia 29 — YpoBeHb crieliu(pUIecKUX aHTUTEN Y 00CJIeI0OBaHHBIX MMAIIMEHTOB B

3dBUCHUMOCTHU OT CTCIICHU I'CHCTHUYCCKOT'O PUCKaA

CTeneHb reHeTHY€ECKOr0 PUCKA

Ilokazareab | BBICOKHIA, CYLUEeCTBEHHBbIN, | YMEpPEHHbIH, HU3KUH,

n—48 n->53 n-12 n-21
AuTu-TTT 173,1 100,0 37,2 43,1
IgA, En/mn [59,8; 200,0] [48,9; 130,2] [21,2; 62,6] [22,5; 72,3]
Aatu-TTT 12,9 10,0 18,7 20,8
19G, En/mn [2,8; 22,9] [1,5; 23,2] [1,2; 21,8] [2,1; 23,1]
OMA, 480 640 960 80
En/mn [160; 1280] [80; 640] [480; 1920] [2,5; 80]
AT'A-1gA, 80,0 31,9 72,3 17,6
En/mn [24,7; 99,9] [15,9; 86,7] [31,5; 92,9] [6,5; 25,1]
ATA-1gG, 73,9 76,5 49,7 18,6
En/mn [33,5; 144,2] [23,3; 134,1] [28,4; 69,1] [9,9; 30,1]

Haunbone BricokHe ypOBHU CIIEIIU(UUSCKUX aHTUTEI Cpeid 00CIeIOBaHHBIX
MAIMEHTOB BBHISIBIICHHBI B T'PYIINE BHICOKOTO I'€HETUYECKOTro pucka. Tak, ypoBeHb
antu-TTD IgA y manueHToB ¢ BBICOKOWM CTENEHbIO pucka B 4,7 pa3 BbIIIE, YEM Y
MarMeHToB Tpynmbl ymepeHHoro pucka (p = 0,036) u B 4,0 pasa Beime 1o
CpaBHEHHIO ¢ marueHTaMu Hu3koro pucka ( p <0,001). Hanbonee Hu3kHil ypoBEeHb
OMA BbISIBIEH y MAllMEHTOB, UMEIOIIUX HU3KUN T€HETHYECKUW PHUCK PAa3BUTHS
nemmaknn — 80 [2,5; 80] En/mu, uro coorBercTBeHHO B 6,0 11 B 8,0 pa3 Huke, 1o
CpPaBHEHHMIO C ManueHTaMu rpymnmn Beicokoro (p = 0,049) u cyiiecTBEHHOro pucka
(p = 0,042). Yposenb AI'A-IgA Takke MMeeT TEHACHIIMIO K CHIDKCHHIO 10 Mepe
YMEHBIIICHUST /10303aBUCUMOTO d3(]deKkTa TeHOB: Tak, HanbOoiee BBHICOKHE €ro
3HAYCHMsI BBISBJICHBI y MAIMCHTOB Tpymibl Beicokoro pucka — 80,0 [24,7; 99,9]

En/mn, gto B 2,5 pa3 Beimie, 4yem B Tpyiie cymectBeHHoro pucka (p = 0,018) u B



125

4.5 pas3 BhIlie, 4eM y manueHToB Hu3koro pucka (p <0,001). ITokazarens AI'A-1gG
B Tpymme BbIcOKoro pucka cocraBwin 73,9 [33,5; 144,2] En/mu, moctoBepHO
MPEBBINIAs JaHHOE 3HadeHHe B 3,9 pa3 y MaIlMeHTOB, HMEIOIINX HU3KYIO CTEMEHb
T€HETUYECKH JIeTepMUHUpoBaHHOTO prcka (p = 0,002).

Ha pucynke 30 mpencraBieHbl gaHHbIE MOPGOIOTUYECKOTO HCCIIECIOBAHUS
COTK c onpenenenueM cteneHd arpouu KUIIEUYHBIX BOPCUH B COOTBETCTBUM C

knaccudukarueit Marsh - Oberhuber.

100% -
90% -

80%
11
70'%) lzz,g%)

60% -

m Marsh 3A
Marsh 3B
® Marsh 3C

11
50% -

40% -
30% -
20% -
10% -

0% -

Boicoxuii CymecTrBeHHbIII  YMepeHHbI Huskui

Puc. 30 — Cmpyxmypa cmaouii ampoguu cauzucmoti moweti kuwiku no Marsh-

Oberhuber 6 3asucumocmu om cmenenu 2enemuyecko2o pucka

Y nanMeHToB rpynm  BBICOKOTO, CYIIECTBEHHOTO M YMEPEHHOIO
TEHETUYECKOTO pHucka B Mopdonoruueckoir crpykrype arpodum  COTK
nmpeo0aana ToTanbHas CTETICHb aTPO(UH KUIIEUYHBIX BOPCHUH, COOTBETCTBYIOIIAS
craguun Marsh 3C, mpu 3ToM HamOOJIbIIAass 4acTOTa BBISBICHUS JAHHON CTaIuu
OTMeuaJlach y MalMeHTOB CyllecTBEeHHOTo pucka — 44 (83,0%) ciyuaes, mpeBblas
TakoByto B 1,4 pa3a y marnueHTOB BbIcOkoro pucka (p = 0,012) u B 2,9 paz y
nanueHToB Hu3koro pucka (p < 0,001). B To xe Bpemsi B CTpPyKType CTaauid

arpodun BopcuH COTK y manmmeHTOB HM3KOTO pHUCKAa OTMEYANIOCH MpeobiagaHue
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yMepeHHOM cTereHu arpoduu, coorBercTByomei craguu Marsh 3B — 11 (52,4%)
ciy4aeB, 4yTo B 3,1 pasa Bbllle, 10 CPABHEHMIO C TPYNIONA YMEPEHHOro pHUcKa (p =
0,044) u B 2,3 pa3a Bblllle, YeM Yy MAlMEHTOB Bbicokoro pucka (p = 0,016). ¥V
MAIMEHTOB TPYIIbl CYIIECTBEHHOTO PUCKAa YMEpPEHHasi CTeNeHb arpo(uu BOPCUH
BcTpeuanack B 1,9% cnyuaes. [ons manuentoB ¢ uzMeHeHusmu Bopcud COTK,
cooTBeTcTBYIOIMMHE cTaguu Marsh 3A B 3aBUCHMOCTH OT CTEIIEHH T€HETHYCCKOTO
pHUCKa CYIIECTBEHHBIX Pa3IMunii HE UMera.

AHanu3upys TIOJIydYeHHbIE JaHHbIE, MOXHO 3aMETHTh, 4YTO TI0 MeEpe
YMEHBIIIEHUS  J10303aBUCUMOTO d(dekra TEeHOB, ONpeAessIonero CTeneHb
TeHETUYECKH JICTCPMUHUPOBAHHOTO PHCKa MaHU(pECTAIMU LeTMaKuU, OTMEYAETCS
CHIIKEHUE YPOBHS CHENU(PUUECKUX AHTHUTEN, YMEHBIIECHUE JOJU MAIlUEHTOB C
ToTanbHOU creneHbio arpoduu Bopcun COTK, coorBercTBytoriei craaun Marsh
3C u mnpeBanupoBaHHE€ B MOP(]POIOTrHYECKON CTPYKTYpe YMEPEHHOM CTEIEeHH
aTpou KUIIEYHBIX BOPCHH. TakuM o0O0pa3oM, MOXKHO TPEINOJIOKUTh, YTO
couetanue crienupuueckux amieneit HLA-DQ oxasbiBaeT onpeneneHHOE BIHSHUE
Ha CTENEHb HAPYLICHUS apXUTEKTOHUKH KHILIEYHBIX BOPCHH M, COOTBETCTBEHHO,
PENONPENEISET BBICOKME YPOBHU CEPOJIOTMUYECKMX MAapKEpPOB LIEIMAKWN Ha
MOMEHT Bepu(HKaIIUU THArHO3A.

Pestomupys conepxanue maBbl 5, MOXKHO CAEIaTh CJIECAYIOLINE BBIBOBI:

1. B crpykrype ramnorunoB HLA-DQ y nereli M TOAPOCTKOB C IICIIMAKHCH,
OpOXKUBAaOUMX Ha  TeppuTtopud  CTaBpONOJBCKOIO  Kpas,  OTMEYaeTcs
MPEBAIMPOBAHUE TEHETUUYECKH JETEPMUHUPOBAHHBIX (opM ¢ rammorurnom HLA-
DQ2 — 81,3%. Ha BTOpoM MecTe IO 4YacTOTE BBHISBICHHS HAaXOIWUTCS TarUIOTHIT
HLA-DQ8 — 13,4%, nons KOTOpPOTO B TEHETHYECKOW CTPYKType OOIBHBIX
neauakuen mpoaoipkaetr yBennuuBarbes. [ammorun HLA-DQ7 ma ceromusmHmiz
JIeHb BCTpeYaeTcss J0cTarodHo penko (5,3%), ero BkjIag B TE€HETHYECKYIO
CTPYKTYpY 3a00J7I€BaHUs Ha CETOIHSIITHUN JI€Hh OCTACTCS TUCKYTa0CTbHBIM.

2. Hammuwme rammoruna DQ2 mpenmonaraeT BBICOKYIO CTENEHb IMOJMMOpdu3Ma
BO3pacTta MaHudecTaluu 3a00JeBaHus, OMHAKO BepudUKalus eTUaKuu y JIeTeu ¢

rarutoturiom  HLA-DQ2 mpoucxomur mo3gnee, yem npu DQ8 m DQ7, dro
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00yCJIOBJIIEHO OTHOCHUTEIBHO OOJNBIIMM YHUCIOM MAlMEHTOB C MaJOCHUMITOMHOU U
CYOKJIMHUYECKOM CUMITTOMATHUKOM.

3. B KIIMHUYECKOW KapTUHE LEJIMaKUU B 3aBUCUMOCTH OT HAJU4YMs U BUJA ajliens
MPEIPACHONOKEHHOCTH K LEJIMaKUd HE BBISBICHO JIOCTOBEPHBIX pa3Inyui.
BoisiBneHHbplii  nmonuMopdu3M  KIMHUYECKUX TMPOSBICHUM Yy TAlUEHTOB C
paznuuabiMu ramiotunamu HLA-DQ, orcyrcTBue mnpu nro00M M3 TrarioTHIIOB
NPEBAUPYIOMIMX CUMITOMOB U JKajloO Jenaer HeoOXOJUMBIM OCYIIECTBICHHE
JUArHOCTUYECKOTO TOUCKA IENHAKUU HE TOJIBKO Cpelld MalMeHTOB C TUIHYHBIMU
raCTPOMHTECTUHAJIBHBIMU MPOSBICHUSIMU, HO U y JeTed ¢ Hecnenupuyeckoin
CUMIITOMATUKOMN, a TAaK)Ke CpPe/ld IPyMI pHUCKa.

4. Y mnamuentoB ¢ ramwiotunamu DQ2 u DQ8 B mopdonoruueckoir CTpyKType
COTK pgoMuHupyeT ToTallbHasi CTeneHb arpoduu  KHUIIEYHBIX BOPCHH,
coorBerctBytomias craguu Mash 3C. VYV manmentoB ¢ ramtotumom DQ7
npeobiagaer ymepeHHas crteneHb arpopuu BopcuH COTK, uro moxer ObITh
o0yclI0BJI€HO paHHeH MaHU(ecTanueil 3aboneBanus y aeteil ¢ ramtorunom DQY7,
YTO CHOCOOCTBYET YKOPOUEHHUIO JIUTEBHOCTH JATEHTHOIO IEpUoAa, paHHEH
BepUPUKALIMKM IETMAKUU M CHW)KEHUIO MPOJOKUTEIBHOCTH TOKCHYECKOTO
nercteud nmoreHa Ha COTK.

5. Tammoruner DQ2 wm DQ8 acconmumpoBaHbl ¢ BBHICOKUMH YPOBHSIMH
cnelM(UUecknux s LEeJIUAaKUU aHTUTEN, BBISBISEMbIMU IpPU NPOBEACHUU
CEPOJIOTUYECKUX UCCIIE0BaHUN. B To ke BpeMs y manueHToB ¢ ramiotunom DQ7
OTMEualoTCsi Hambojee HHU3KHE YpOBHHU creuupuyeckux anturen. Ilo mepe
yrryonenust arpopudeckux nporeccoB B COTK y mammenToB ¢ rammorunom DQ2
OTMEYaeTCsl yBEJIMUCHUE YPOBHS aHTUTEN.

6. CreneHp TE€HETHYECKOIO JETEPMUHUPOBAHHOIO pPHCKAa MaHU(ECTALHU
LeJIMaKnuU, 00yCIIOBIEHHAs! COYETAHUEM CIIEHU(PUUECKUX aJlIeeil Ha TOBEPXHOCTH
AHTUTEHIIPE3CHTUPYIOIIMX  KJIETOK, HE OKa3blBaeT BIMSHUS HAa  CPOKHU
MaHubecTauy 3a00JeBaHUS M HE ONpeneNnseT OCOOEHHOCTH KIMHUYECKON

KApTHUHBI.
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7. Ilo Mepe yMEHbIIEHUS CTEIEHH I'€HETUYECKOTO pUCKa MaHU(ECTalrU LEeTUaKUH
OTMEYAeTCsl CHW)XEHHE YPOBHS cHeUPUUYECKHX Uil 3a00J€BaHUs aHTUTEN,
YMEHBIICHUE JT0JIM MALMEHTOB C TOTAJIbHOU cTeneHbto arpopuu Bopcun COTK u
yBEJIMUEHHUE JOJU MAIlMEHTOB C YMEPEHHON CTENEHUIO aTpo(UUEeCKUX U3MEHEHUMN

B TOHKOU KHIIIKE.
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SAKVIIOYEHHUE

[enuakuss — STO XpOHMYECKass TEHETUYECKU JIETEPMUHHPOBAHHAS
ayTouMMyHHasi T—KJI€TOYHO-OMOCpEI0OBaHHAsI YHTEPOIATHs, XapaKTEePU3YIOIIAsICs
CTOMKOW HEMEePEeHOCUMOCThIO crenuduyeckux OelIKOoB HJHAOCHEpMa 3epHa
HEKOTOPBIX 3JIaKOBBIX KYIBTYp C pa3BUTHEM arpodUUECKOW HHTEpPONMaTuu u
CBSI3aHHOTO c Hel CUHJpOMa MaJibabcopOoIuu. ['eneTnueckyro
PENpacIONOKEHHOCTh K Ilenuakuu onpexaenser redHotun HLA, a uMeHHO
ramotunsl HLA-DQ2 u HLA-DQS8. Kpome Toro, coderanue cnenupuyecKkux
ajuieJie TJIaBHOTO KOMIUIEKCA THCTOCOBMECTHMOCTH, a TaKXe pa3IuyHbIN
Ka4eCTBCHHBIM M KOJIMYECTBEHHBIM cocTtaB wmojekyn HLA Ha mnoBepxHOCTH
AHTUTCHIPE3CHTUPYIOIINX KIETOK ONpENeNsIeT CTENeHb pucka MaHUecTaluu
3a00JIeBaHus MO]] BO3ICHCTBHEM TEX MJIM MHBIX TPUITEPHBIX (pakTopos [4, 33, 41].

Knuandaeckast KapTUHA HeTUaKuu obOnamaer 3HAUUTEITBbHBIM
nonumopduzmMom mposiBieHuil. Hapsiny ¢ TUNUYHBIMH TaCTPOUMHTECTHHATBHBIMU
cumnToMamu (Auapesi, crearopesi, nonudexanus, O00aeBON abJOMHHAIBHBIN
CUHAPOM, METEOpHU3M), BCE Yallle BCTPEYAIOTCS BHEKUIIEYHBIE IMPOSIBICHUS CO
CTOPOHBI JIPYTUX OPraHOB M CHCTEM, KOTOPBHIE€ HEPEIKO BBHICTYIAIOT Ha TMEPBBI
IUTaH, YTO 3a4aCTyIO MIPUBOAMT K MMO3AHEH AMarHocTuke 3adomesanus [71, 99, 188,
189]. JlaurenpHOE CyIIeCTBOBAaHHE CHMIITOMOB 3a00JI€BaHHS O MOMEHTa
MOCTAaHOBKM JIMAarHO3a MPUBOAUT K (OPMUPOBAHUIO BBIPAKEHHBIX aTPOPUUECKUX
m3menennii BopcuH COTK, 4To 3aKOHOMEPHO CHOCOOCTBYET NEePUIIUTY MAKPO- H
MUKPOHYTPUEHTOB, TMPHUBOAS K PA3BUTHUIO TKEIbIX M KU3HEYTPOKAIOMINX
ocnoxxHeHwit [64, 103, 146].

Lenb uccrnenoBaHus — MOBBIIIEHUWE KAYECTBA JMATHOCTHKU LETUAKUU Ha
OCHOBE KOMIUIEKCHOTO aHaiKW3a KIMHUKO-IA0OPaTOPHbIX M TE€HETHYECKUX
xapakrepuctuk ramiotunoB HLA-DR-DQ B momynmsamum nereld W MOIAPOCTKOB,
npokuBaroux B CTaBpONOJIIbLCKOM Kpae.

B pamkax uccienoBaHus MPOBEIAEH aHAIW3 MEAUIIMHCKON JTOKYMEHTaluu

323 neteil ¢ yCTAaHOBICHHBIM JUArHO30M «IEJIHAKUsS» B BO3PACTE OT 8§ MECSIIEB 10
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18 net (cpeanuit Bo3pact 4,94+0,2 neT), HaXOAUBIIUXCA HA CTAIIMOHAPHOM JICUCHUU
B KpaeBOM JETCKOM ractposHteposnoruyeckom otaenennn AI'Kb um. IK.
Oununmnckoro 3a nepuog ¢ 1996 mo 2020 rogwl. ¥ 134 (41,5%) uz 323 nereit ¢
uennakuend nposeneHo HLA-tunupoBaHue aieneil NpeapacrnoNokeHHOCTH K
nenuakuu. JluarHo3 BceM OOCJIEIOBaHHBIM TMalMeHTaM ObUI YCTAaHOBJIEH Ha
OCHOBAaHUU KIMHUYECKUX, CEPOJIOTUYECKUX M MOP(POIOTUUECKUX KPUTEPUEB
ESPGHAN (1990, 2012, 2019).

AHanu3 AMHAMUKHU 3a00J1€Ba€MOCTH MO3BOJIMII BBISIBUTH, YTO MOCTEAHUE 25
neT B CTaBpOMOJIbCKOM Kpae XapaKTepU3yTCs TCHICHITUEH K HEYKIIOHHOMY POCTY
gyucia JIeTed U MOAPOCTKOB C BIIEPBHIE BBISBICHHOW I€MAKUEH, MPUYUHON Yero
MOJXKET SIBJISITHCSI TTOBBIIIICHHASS HACTOPOXKEHHOCTh M MH()OPMUPOBAHHOCTH BpayeH,
a TaKKe YIy4IIeHHWE KauyecTBa KIMHHKO-MHCTPYMEHTAJIbHOM, JabopaToOpHOW u
CEpOJIOTMYECKOM TUArHOCTHKU 3a00JICBaHUS.

C npyroii CTOPOHBI, POCT YHCJIa BIEPBBIC BBISBICHHBIX CIIy4aeB IETUAKUU
MOXET OBITh CBSi3aH C OOIIEMHUPOBOM TEHIEHUMEH YBEJIMYEHUS 4YHUCIA
ayTOMMMYHHBIX ~ 3a00JIeBaHMI, KOTOpass MPOCJIEXKHUBAETCS B  IOCIEAHHE
JECATUJICTHS] B PA3IUYHBIX BO3PACTHBIX Tpynmax. 3a00jIeBaeMOCTb IIeIHaKUEH
cpenn naetreil CTaBpOIMONBCKOTO Kpas 3a YKa3aHHbI BPEMEHHON IPOMEKYTOK
umeet nBa uka: B 2012 rony — 5,3 Ha 100 ThICc. Hacenenus u B 2015 roxy — 3,9 Ha
100 TteIc. Hacenenus. Ilepuog ¢ 2016 mo 2020 romabl XapakTepuU3yeTCA
HE3HAYUTENIbHBIM CIaJ[OM MOKa3areseil 3a00J1eBaeMOCTH.

KpuBass pacnpocTpaH€HHOCTH LEIMAKUU CpPEeId JETCKOrO HACEJICHHS
CraBpomnonbsckoro kpas Hapactana a0 2014 roga, 1ocTurnyB ypoBHs 42,3 ciydast
Ha 100 ThICSY JETCKOTO HACEJICHUS, B JaJbHEHIIIEM Ha MPOTSKEHUU MOCIEAYIOMNX
6 JIeT COXpaHSeTCAd OTHOCHUTEIIbHOE CTaOWUJIbHOE 3HAUEHHE I[OKa3aTelis
pacnpoctpaHeHHOCTH — OKoyo 40 cinyuaeB Ha 100 ThICSY IETCKOTO HACEJICHUS.
JlanHast ~ 3aKOHOMEPHOCTH  OOyClIOBJI€Ha  TpaHcopmalueld  aJdropuTMOB
JUArHOCTUKM  LEJTMaKUM, 4YTO, HECOMHEHHO, OKa3blBaeT BIMSHUE Ha
SMUJEMHUOJIOTUYECKUA  mpouecc  3a0oleBaHUst B JIETCKOM — MOMYJSIUU

CraBpononbCKOro Kpasi.



131

Ha npotsikenuun nocienqnux 25 JIeT OTMEUYaeTCsl TEHJCHIMS K YBEIMUCHUIO
BO3pacTa MaHudecTanuu nenrakuu. Tak, no cpaBHeHuto ¢ 19962020 rr. cpennuii
BO3pAacT MOSABICHUS *Kajod yenmuuwics B 2,7 pa3 (p = 0,004) 8 2001-2005 rr., B
3,1 pa3 (p <0,001) B 2011-2015 rr. u B 4,5 pa3 (p <0,001) B 20162020 rr. [lanHsie
3aKOHOMEPHOCTU MOTYT OBITh OOBSICHEHBI JIByMsI TEHICHIIUSIMU: C OJHOM CTOPOHBI
— YBEJIWYEHUEM JIJIUTEIBHOCTH €CTECTBEHHOIO0 BCKApMJIMBaHUS U 00Jiee MO3THUM
BBEJICHHEM B pAIlMOH MUTAHUS JIETeH TJIIOTEHCOACPKAIMMUX MPOAYKTOB, OO
NpUKOpMa, a C JIPYrol CTOpOHBI — BepudUKAIUS JAETeH C MaJlOCHUMITOMHBIMU
MPOSIBIICHUSIMU 3a00JIeBaHUs, 3aHUMAIOIIAs, KaK MpaBUiio, OOJbIIEe BpeMms, HE
MO3BOJIIET POJIUTENSIM C JIOCTOBEPHOCTHIO YKa3aTh B aHAMHE3€ BO3PACT IMOSIBICHHUS
&Kano0, €CIM TAaKOBbIE UMEIOTCSI.

[IpomoKUTENIPHOCTS TIEPUOa OT MOMEHTAa TIOSIBICHHUS KIMHHUYECKUX
MPOSIBIICHUH TIeJTMAaKUH 10 BepU(PUKAIIUU JUArHO3a 32 aHAJM3UPYEMbIi HaMU 25-Tu
JETHUW TIEpUOJl 3HAUMUTENbHO COKpaTWiach. Tak, IMTEIBHOCTH JIATEHTHOTO
nepuoja 3a00JieBaHMs 110 CpaBHEHMIO ¢ nieproaoM ¢ 1996 o 2000 rT. cokpaTmiiach
B 2006-2010 rr. — B 1,7 paza (p=0,049), a B 20162020 rr. — B 2,1 pa3za (p=0,016).
Ha ceromusimiHuil JeHb y 3HAYUTENHHOTO KOJMYECTBA MAIMEHTOB JJIUTEIHLHOCTH
JATEHTHOTO Tepuo/la HE TMpPEBbIIAaeT 2 JeT, YTO, OOYCJIOBIECHO HE TOJBKO
yAy4YIIeHHEM KIWHUKO—JIa0OpaTOPHON  JAMArHOCTUKH  3a0o0NeBaHUs, HO U
HEYKJIOHHBIM TMOBBIIIEHUEM HACTOPOKEHHOCTH Bpadyeil MepBUYHOTO 3BEHA U Y3KUX
CHEIUATICTOB B OTHOIIICHUU LIETTUAKUU.

AHanu3 KIMHWUYECKOW KAPTHHBI ULEIWAKUM B JETCKOW NOMYJSLUU
CraBpomnonbsckoro kpas 3a nepuon ¢ 1996 mo 2020 rr. 1eMOHCTPHUPYET, YTO 10
HACTOSIIIETO BPEMEHU B CTPYKTYpE LIEIUAKWUA JTOMUHHUPYIOT JIE€TH C TUIIUYHBIMU
KHUIIIEYHBIMU TPOSIBICHUSIMHU, OJHAKO, B TOCIEIHEE [ECATUIETHE OTYETINBA
TEHJICHLIMSI K HAapacTaHUIO B JETCKOW MOMYJALMHU 0N JI€Te ¢ BHEKUILIEYHBIMU
nposiBneHusiMu. Tak, oOparmaeT Ha cebst BHUMaHue, 9To B niepuoy ¢ 2006 mo 2010
IT. BHEKUIIIEUHbIEC MPOSIBIECHUS LEIUAKUU BCTpedainch B 4,3 pasza pexe, yeM B
20112015 rr. (p = 0,002) u 3,4 paza pexe, uem B 2016—2020 rT. (p = 0,025). Hons

neTeﬁ C TaCTpOHMHTCCTHUHAJBbHBIMU IIPOABICHUAMHN HOCIHMAKHMK B KaXXIOM
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MOCJEAYIONIEM MSTUWIETHEM IME€PUOAE HMMEET TEHACHIHUI0 K YyMEHbIIeHUIo. B
nepuog ¢ 2006 mo 2010 rr. kuileyHass CUMIITOMAarhkKa BCTpewajach B 1,2 pasa
yaie, yeMm B 2011-2015 rr. (p = 0,002) u B 1,1 pa3 vame, yem B 20162020 rr. (p =
0,025). Hons geteil ¢ KIaCCUYECKUMHM CUMITOMAaMHU LIETMAKUHN MEXAY KpalHUMH
XpOHOJIOTHUYECKUMU TpynnamMu cokparuiack B 1,2 paza (p = 0,048).

BoisiBneHHBIl B pe3yibrare HcCClIeNOBaHUS MaroMopdo3 KIMHUYECKOU
KapTUHbBI LEJTUaKUM B AETCKOU nmonyisinuu CTaBpOIoIbCKOTO Kpast IEMOHCTPUPYET
CHI)KEHHME YacCTOThI AUAPEUHOIr0 CHHIPOMA, a TakXKe >Kajlod Ha 3aJep>KKy TEeMIIOB
pocta U JePUIMT Macchl Tejla B KAXKIOM aHAJIM3UPYEM IMSTHIETHEM IEpUOJIE.
BrisiBieHa OTYeTIMBas TEHACHLMS K YMEHBIICHHUIO JOJU JIeTeld C COMATOr€HHbIM
HaHu3MoM. Tak, B 2016—2020 rr. BeIpa’keHHas 3a/Iep:KKa pocTa PErucTpupoBaiach
B 2,6 pa3 pexe, ueM B 1996-2000 rr. (p=0,042), u B 2,9 pa3 pexe, yem B 2001—
2005 rr.  (p=0,004). Hapsany c »>TUM yBelIMuYMBaeTCAd JOJNS JACTe C
Hecrenu(@UUeckol CUMITOMATHKOM, YTO IUKTYEeT HEOOXOJUMOCThH JajibHEHIIETro
MOBBILIEHUSI OCBEJOMJIEHHOCTH Bpaueil aMOylaTOpHO—TIOIUKIMHUYECKOTO 3BE€HA B
OTHOIIICHHUH IIeJTUAKHH.

Jnst manudecranyu IeUMakKuU y JEeTe paHHEero BO3pacTa XapaKTEpHO
npeobiiajanre B KITMHUYECKON KapTUHE TUIIMYHOTO HTEPAILHOTO CHHApoMa. B 1o
e BpeMs B KaueCTBE NEPBBIX KIMHUYECKHX CHMIITOMOB IIEJIMAKHU Yy JeTei
cTapiield BO3paCTHOM TPYIIIBI MOYXKHO OTMETUTh a0JOMUHAJIbHBIC 0O0JIM, 3amophl,
aACTEHOHEBpPOTHYECKUE TposiBieHUs. [lonTBep>KaeHUEM NaHHOW 3aKOHOMEPHOCTH
ABJISICTCS BBbISIBICHHAss OOpaTHas KOpPPENIALMOHHAs CBsI3b MEXAY paHHUM
BO3pacToM ¥ yactoroit auapeu (r = —0,22, p = 0,001) u mexxy paHHEM BO3PacTOM
¥ 4acTOTOM ajo0 Ha METeOpU3M U yBelHdeHue kxuBora B oobeme (I = 0,11, p =
0,049). Yacrora xano0 Ha peUUAMBUPYIOIIME a0JAOMHHAIbHBIE  OOJIU
YBEJIMYHUBAJIACH C BO3PACTOM OOCJIEI0OBAaHHBIX NAIUEHTOB, O YEM CBHJIETEIBCTBYET
HaJIMYUe TPSIMON KOPPEISIIMOHHON cBsi3n Mexay npusHakamu (r=0,39, p<0,001).
3amopel, Kak MpOsBICHHE MaHU(ECTAlMU LEIHaKHH, ACCOLMHPOBaHBI ¢ Ooiee

cTapiuM Bozpactom oonbHbIX (1=0,16, p=0,004).
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C yBenMueHHEM MPOJOJDKUTEIBHOCTH CHUMIOTOMOB 3a00JieBaHUSL 10
MOCTAHOBKHU JIMarHo3a OTMEYAETCSl YBEJIMUYEHHUE Kajlo0 Ha 3aJepKKY (PU3NUECKOro
pPa3BUTHA, O YEM CBUJETEILCTBYET BBISBICHHAs OOpaTHas KOPPESIIMOHHAS CBSI3b
Mex Iy nokazatenem SDS pocra u qiutenbHOCTRIO lareHTHOTo niepuosa (I =-0,18,
p=0,001) u mexnay mokazatenem SDS macchl Tena U JUIMTENBHOCTBIO JIATEHTHOTO
nepuona (r =-0,15, p=0,007). JlanHas TeHIeHIMS OOYCIOBJIEHA JIUTEIbHBIM
CYIIIECTBOBAHHUEM CHUHAPOMAa MaThaOCOPOIIMU U MPOJOJKUTEIIBHBIM MOCTYIIIEHUEM
[JIIOTEHa B OPraHu3M B OTCYTCTBUHU COOJIOACHUS OC3MIIOTEHOBOM JHMETHI, YTO
NPUBOIUT K yrinyosnenuto arpopuueckux nsmenenuit B COTK, a, ciemoBarenbHO, K
bopMHUPOBAHUIO TTOJIMHYTPUEHTHON HEIOCTATOUHOCTH, 3aKOHOMEPHO MPUBOASIICH
K Pa3BUTHIO OCJIIKOBO-IHEPIeTUYECKON HETOCTAaTOYHOCTU, TEM CaMbIM, YTSKEIISIs
IIPOTHO3 3a00JIEBaHMS U CHIYKASI KQUeCTBO JKU3HU MAIIUEHTOB.

[IpoBen€HHBIN  CpaBHUTENbHBIA aHANU3 JAOOPATOPHBIX TMOKa3aTeleit
MO3BOJISIET YTBEPXKAATh, YTO YPOBEHBb CHEIU(PUUECKUX CEPOJTOTHUECKUX MapKEPOB
[EJIMAKUU UMEET TEeHACHIIMIO K HapacTaHUIO MapaJliebHO C MPOTrPECCUPOBAHUEM
arpodpuuecknx maMeHeHnuit B COTK. Tak, menuana ypoHsa antu-TTI IgA npu
crenenn arpodun BopcuH crtaaumu 3C cocraBmima 108,2 [72,9; 200,01 EJ/m,
IPEBBIIIAs TaKOBOE Yy MaIMeHToB ¢ arpodueit cranuu 3B B 2 pasa (p<0,001) u ¢
arpodueit cranun 3A — B 4,4 paza (p <0,001). Kpome Toro, Mex1y ypoBHEM aHTH-
TTT IgA wu creneHpl0 arpoduM KHUIIEYHBIX BOPCHH BBISBICHA IMpsMas
Koppengiuonnas cBsizb (1=0,41, p <0,001). AnanoruyHas 3aKOHOMEPHOCTH
BBISIBJICHA W B OTHOHIEHWHM OMA: TpW TOTAJIbHOW CTENEHH aTpoPuu BOPCHUH
nokasarenb Tutpa OMA B 4 pasza BbIlIe, YeM MPU CyOTOTalmbHOU arpoduu (p =
0,005) u B 10,7 pa3 Beime, yem npu arpodpun craauu 3A (p = 0,011). Mexny
ypoBHeM TuTpa OMA u crenensto arpodun BopcuH COTK BhIsSiIBICHA mpsiMas
koppemsmrionnast  cBsi3b  (1=0,39, p<0,001). BeipaxkeHnsie arpoduveckue
mmenenns B COTK Takke accolMupoBaHbl U C BBICOKUMU THUTpamu
AHTUITIMAJMHOBBIX AHTUTEN, YTO TMOATBEPKAACTCA MPSIMON KOPPEISUOHHON

CBA3BI0 MEXIYy NIyOMHOW Mopdoiorndyeckux u3MeHeHuil u ypoBHeM AT'A-IgA

(r=0,42, p<0,001) u ATA-IgG (r=0,44, p<0,001).
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Kpome Toro, nnuTenabHbIM JaT€HTHBIN MEPUON IEIHAKUU aCCOIMUPOBAH C
YBEJIMYEHUEM YaCTOTHI MAIIMEHTOB C TOTAJbHOW CTENEHbIO aTPOPUU KHUIIECUHBIX
BopcuH. [lpu mno3aHed AMArHOCTHKE UEIWAKUUM U TMPU  MPOJOJKUTEIBHOM
JAaTeHTHOM Tmiepuoae 3aboneBaHus B crpykrype arpopuu COTK yBenmumBaercs
7107151 TAlIMEHTOB, UMeroIKX craauio 3C U ymeHbIIaeTcst A0S AeTel ¢ arpodueit
cranun 3B. KoppensiuMOHHBIM aHalW3 BBISABUJI MPSAMYIO CBSI3b MEXKIY CTaauEH
arpopun BopcuH COTK wu Bo3pactom jguarHoctuku 3aboneBanus (r=0,45,
p<0,001), a Taxke MEXIy MPOJOIKUTEIBHOCTBIO JJATEHTHOTO MEPUOa IETHaKUH
(r=0,54, p<0,001). /laHHbIC TEHACHIIMA MOTYT OBITh OOYCIIOBJICHBI JUIUTEITBHOCTHIO
nepuojia B OTCYTCTBUHM COOIIONCHUS JUEThl U MPOAOIKAIOIIUMCS MOCTYIUICHHEM
[JII0OTEHA B OPraHu3M, 4TO IPUBOAUT K paspymeHuto Bopcun COTK.

B crpykrype rammotunoB HLA-DQ 'y gereit u  moapocTKoB
CraBpononbCKOro Kpasi oTmedaercst npeBainupoBanue ramiotuna HLA-DQ2 —
81,3%, Ha BTOpoM MecTe 1o yactore BeisiBiIeHUs: Haxoautcss HLA-DQ8 — 13,4%,
70711 KOTOPOTO B TEHETHYECKOM CTPYKType OOJBHBIX IEJIMAKUEH MPOAOIDKAET
yBenuuuBathes, ramiorun HLA-DQ7 wHa ceromHsmHWi AeHb BCTpeyaeTcs
JOCTaTOYHO penko — 5,3%.

O6HapyxeHno, uro cpeau aeBouek ramorun HLA-DQ2 Bcrpewaercs B 1,4
paza wamie, yeM cpeau maiapuukoB (p<0,001), B TO ke Bpemsi KOJIUYECTBO
ManpuukoB ¢ ramiotunioM HLA-DQ8 B 5 pa3 mpeBOCXOAMT YHCIO JEBOYEK
(p<0,001). oms mereit ¢ rammorumom HLA-DQ7 cpenn MalbuukoB M JAEBOYEK
CONOCTaBHMa.

AHanM3 aHaMHECTUYECKUX JIaHHBIX NAlHMEHTOB JIEMOHCTPUPYET, YTO
Hanruue ramnorunma HLA-DQ2 mpenmnosnaraet BBICOKYIO CTENEHB MOJMMopdu3Ma
BO3pacTta MaHudecTanuu 3a00JIeBaHNs, OTHAKO, BEpUPUKAIINS TICIUAKIH Y IETEH C
rarutoturiom HLA-DQ2 mpoucxoaut nosauaee, yem npu HLA-DQS8 u HLA-DQ7,
910  OOYCIIOBIEHO  OTHOCHUTEIHHO  OOJBIIMM  YWCJIOM  IAIMEHTOB  C
MaJIOCUMOTOMHOMW U CYOKIMHUYECKOW CUMIITOMATUKOM.

B xiuHMuYeckoll KapTMHE UEIMaKUM B 3aBUCMMOCTH OT TaIllIOTUIIA

MPEAPACTONIOKEHHOCTH CYIECTBEHHBIX pa3iuuuil He BbIsiBIeHO. [Ipu nobom u3
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aHAJIM3UPYEMBIX TAIJIOTUIIOB B KJIMHUYECKOM KapTUHE MPUMEPHO C OJAMHAKOBOM
4acTOTOM BCTpedanach xxanoda Ha aeduiut maccel Tena (okono 60%). B 50-55%
ciyyasix y OombHbiX ¢ ramnotunoM HLA-DQZ2  BwisiBICHB TUNHYHBIC
raCTpOMHTECTHUHANIbHBIC TposBieHus. OOpamaeT Ha ce0si BHUMaHHE, YTO B
KJIIMHUYECKOW KapThHE Lenuakuu y nun ¢ ramwiotunom HLA-DQ8 Beie yactora
BHEKHILIEYHBIX MpOsiBIeHUN 3a0oneBanus. Y nereil ¢ ramiotunom HLA-DQ7 mo
cpaBHeHHIO ¢ aeTbMu U3 rpynn DQ2 u DQS8 yBenuumiiachk 1011 HEBPOJIOTHYECKON
CUMIITOMATUKU. MOXHO  YTBEpXKJaTh, YTO BBISIBJICHHBIH  MOIUMOPGHU3M
KIMHUYECKOW  KApTUHBI  SIBISIETCS  OTpPaXCHHUEM  €IMHOTO  MEXaHHU3Ma
aQyTOMMMYHHOTO  TIpollecca M  3alyCKaeMblX MM  MOP(OJOTHMYECKUX U
naTo(U3MOIOTUUECKUX U3MEHEHUHN B JCATEILHOCTH KHileuHUKa. OTCYyTCTBUE TIPU
JO000M M3 TAIUIOTHIIOB JIOMUHUPYIOIIMX Kajlo0 MOTYEPKUBAET HEOOXOIUMOCTH
JIMarHOCTUYECKOTO TIOMCKA IEJMAKUM Yy TAIMeHTOB C HecnenupuuecKuMH, Ha
NIEPBBII B3MIsIA, TPOSBICHHUSIMU.

Ananuz mopdomorudeckux ndmenenniit COTK y oOcienoBaHHBIX feTel U
NOJPpOCTKOB B 3aBucuMocTd oT rammoruna HLA-DQ  neMoHcTpupyer
npeobnaganve y manueHtoB ¢ DQ2 u ¢ DQ8 TtorampHOW cTeneHu arpoduu
KHUIIIEYHBIX BOPCUH, COOTBETCTBYOIYIO cTaauu Marsh 3C. YV nereii ¢ ramioTumnom
HLA-DQ7 npeoGmnamaeT ymepeHHasi cTeneHp arpoduu. JlaHHas 3aKOHOMEPHOCTH
MOXKET OBITh OOYCJIOBJICHA pPaHHMM BO3pacToM MaHHUdecTanuu 3a0oneBaHUs y
nereit ¢ rammorunoM DQ7, dYro CcrmocoOCTBYeT YKOPOYECHHUIO BPEMEHHOIO
WHTEpBAJa MEXKIy TMOSBICHHEM TIEpPBBIX CHUMITOMOB 3a00JeBaHUS U
Bepu(UKaIMeH NUar€o3a, 4To MO3BOJSET AMATHOCTUPOBATH LIETHAKUIO Ha Oolee
paHHUX CTAIUAX W MPEKPATUTh MOCTYIUIEHHE B OPraHU3M TIIOTEHA, TEM CaMbIM
CHU3UB MPOJIOJDKUTEIBHOCTD €ro Tokcuueckoro aercteus Ha COTK.

Otmeueno, uro ramiorunn HLA-DQ2 accommmpoBan ¢ Hanboiee BHICOKUMHU
YPOBHSMH cClielU(PUUECKUX MapKepoB menuakuu. Tak, ypoBeHb aHTH-TTI IgA y
netreit ¢ HLA-DQ2 B 2 pasa Beimie, yem y narueHToB ¢ ramiorunom HLA-DQS8
(p=0,011) u B 2,5 pa3 BbIme, 0 CpaBHeHUIO ¢ aeTbMu 3 rpynnsl HLA-DQ7

(p<0,001). Tutp DMA y npereit ¢ rammorunmom DQ2 B 1,1 pasza Beime, mo
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CpaBHEHHIO ¢ AeThMU, umeromumu aiens HLA-DQS, u B 5,7 pa3 Bellle, yeM npu
HLA-DQ7 (p<0,001). [Tokazatenu aHTUITUAIMHOBBIX aHTUTEN KiaaccoB IgA u 1gG
y maruentoB ¢ ramnotunom HLA-DQ2 B 4,3 u B 1,2 pa3a COOTBETCTBEHHO
npeBbliIaoT aHanornynsie y gereit ¢ HLA-DQS (p<0,001). B 1o ke Bpems y
nanueHToB ¢ ramiorunoM HLA-DQ7 ormedarorcs Hambosee HU3KUE YpPOBHU
cnenuduyeckux ayroantuten. [lo mepe yrnyOneHus arpouyecKux MpoIeccoB B
COTK y naunuentoB ¢ ramiotunom HLA-DQ2 ormeuaercs yBenandeHue ypOBHS
AQHTUTE.

CreneHb TE€HETUYECKOTO PHUCKA, OMpeeseMas pa3iMdyHbIM COYETaHUEM
crienuPpuYecKux ajuiesie Ha MOBEPXHOCTU aHTUTCHIPE3CHTUPYIOIINX KIETOK, HE
OKa3bIBaC€T CYIIECTBEHHOTO BIHUSHHUS Ha CpPOKM MaHUdecTanuu 3a0o0JIeBaHUS,
BO3paCT IMOCTAHOBKH JIMArHO3a U JUTUTEIHHOCTD JAaTeHTHOTO niepuona. Kpome Toro,
MPUHAJICKHOCTh K TOW WUJIM WHOW TPyNIe TeHETHYECKOTrO pUCKa HE OIpeaessieT
0COOCHHOCTEH KIMHUYECKOU KapTHHBI 3a00JICBaHUSI.

Tem He MeHee, aHalM3 JTAOOPATOPHBIX JTAHHBIX y JACTEH M TOAPOCTKOB C
IeJIMaKkhel B 3aBUCUMOCTH OT CTEIIEHH N'eHETHYEeCKOT0 PUCKa TO3BOJIMII BBISBUTH
cienyomue 3akoHOMepHOcTH. [lo Mepe yMEHbBIIEHUS TEHETHYECKOTO pHCKa
OTMEUaeTCsl CHIKEHHUE YPOBHEH creruduuecKux s 3a0ojaeBaHus aHTUTEN. Tak,
ypoBeHb aHTu -TTI" IgA y manueHToB ¢ BICOKOW CTENEHbIO pUCKa B 1,7 pa3 BBIIIIE,
YeM y MAaIMEHTOB rpynnbl ymepeHHoro pucka (p=0,036) u B 2,5 pasa BbIlIE 10
CpaBHEHMIO ¢ TanueHTamu Huskoro prcka (p=0,0004). Ypoenr DMA y neteit ¢
HU3KON CTEMEHbI0 TEHETUYECKOTO pHcKa MaHudecTtarmuu nenuakud B 2,3 pasa
HIKE, TI0 CPAaBHEHUIO ¢ MallMeHTaMu Ipymn Bbicokoro (p=0,049) u cymiecTBeHHOro
pucka (p=0,042). Haunbosnee BbICOKKE 3HAUCHUS aHTUIIHAIMHOBBIX aHTHUTEIT TaK JKe
BBISIBJIIEHBI IPU BBICOKOW CTENEHU '€HETUYECKOTO PUCKA, MPEBbIIIAs TaKOBbIE B 1,8
B rpymme cymectBeHHoro pucka (p=0,018) u B 4,1 pa3 — y manueHTOB HU3KOTO
pucka (p=0,00008).

[Io Mepe CHIWKEHUS CTENEHH TEHETHMYECKOTO pHCKa MaHU(ecTanu
LEJTMaKuU, OOYCIOBJIEHHOIO J0303aBUCUMbBIM 3(PPEKTOM TEeHOB, OTMEYaeTCs

YMEHBIIICHHUE JI0JIM MAlMEHTOB ¢ TOTajlbHOU crenenbto arpodun Bopcud COTK u
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YBEJIMYEHUE JOU JIETeN ¢ yMEPEHHOU CTeneHblo arpouyeckux nu3mMeHenui. Tak,
IpU COYETAHUM AJUJIENeH, ONpelNessIolUX CYIIECTBEHHBIM pUCK MaHHU(ecTanuu
3a005IeBaHMs CTENEHb aTpO(PUU KHUILEYHBIX BOPCHH, COOTBETCTBYIOLIAs CTAJHUU
Marsh 3C BeisiBiieHa B 1,4 pasa vaiiie, 4eM y manueHTOB BeIcokoro pucka (p=0,012)
u B 2,9 pa3 yame, 4eMm y mnamueHToB Huskoro pucka (p<0,001). Hampotus, y
MAlMEHTOB C HHU3KOM CTENEHbIO T'€HETHMYECKOI0 pPHCKa B CTPYKType arpouu
BopcuH COTK ymMmepeHHas creneHb arpoduu, cCOOTBeTCTBYOMmas craquu Marsh 3B
BcTpevanack B 3,1 pasa yamie, yem B rpymnne ymepeHHoro pucka (p=0,044) u B 2,3
pa3 ugarie, yemM B rpymme Bbicokoro pucka (p=0,016). Takum oOpa3om, MOKHO
yTBEpKIaTh, 4TO ompeneiacHHble KoMOuHauuu amneneit HLA-DQ oxa3zbiBator
HEKOTOpPOE BIIMSHHUE HA CTETIEHb HAPYIICHUS ApXUTEKTOHUKHU KUIIEYHBIX BOPCUH U
NPEIONPEEISIOT BBICOKHE YPOBHU CEPOJIOTMYECKUX MAapKepoB IEIMAKUW Ha
MOMEHT Bepu(HKauu AUartosa.

[TonBoast UTOrM MNPOBEAEHHOMY HCCIEIOBAHUIO, CIEAYEeT OTMETHUTh, YTO
COBPEMEHHBIE AJITOPUTMBI KIMHUKO-TA00PATOPHONW NUArHOCTUKU LIETUAKUH, €CIU
OHM BHEIPSAIOTCS B pabOTy CHENHMAIU3UPOBAHHBIX TaCTPOIHTEPOIIOTHUECKUX
OT/AEJICHUI U COMPOBOXKIAIOTCS MHPOPMUPOBAHHOCTHIO Bpaueil MEpBUYHOTO 3BEHA
3PaBOOXPAHEHUS, a TAKXKE Y3KHX CIEIUAIMCTOB, MPUBOIAT K CYIIECTBEHHOMY
PaCIIMPEHHUIO TTOKa3aHUN K 00CIEeIOBAHUIO M YBEITUUYCHHUIO KOTOPTHI MAlMEHTOB, Y
KOTOPBIX MPOUCXOAUT BepuduKanus 1enuakuu. [loMuMo yBeaudeHus moka3areneit
3a00/IeBaA€MOCTH U PACHpOCTPAaHEHHOCTH, BHEAPEHHE METOJda  aHaJu3a
T€HETUYECKON MPEIpacloNoKEHHOCTH U BepUPUKALMS XapaKTEPHbIX TaryIOTUIIOB
HLA 1o3BoisieT CyIIECTBEHHO TIOBBICUTH JOCTOBEPHOCTh JUATHOCTHUKH H
UCKIIIOYUTD  JIO)KHOIIOJIOKUTEIIBHBIE  PE3YJAbTaThl CEPOJIOTMYECKUX TECTOB U
MOP(}OIOTUYECKOTO UCCIIEOBAHUSI.

Crpykrypa BbIsiBI€HHBIX B CTaBpOMoJIIbCKOM Kpae ramiotunoB HLA y nereit
Y MTOJIPOCTKOB C LIEJIMAKHEN B LIEJIOM COOTBETCTBYET JAHHBIM €BPONEHCKUX CTPAH C
yaéToM Heckonmbko MeHbmied dvactorel HLA-DQ2 (80% mnpotuB 90-92% B
EBPOINCHCKUX CTpaHaX) M HecKombko Ooinbineit gacrotel HLA-DQ8 u HLA-DQ7

(cymmapso oxono 20% npotus 8-10% B EBpore).
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BBIBO/IbI

1. 3a nepuon ¢ 1996 no 2020 rr. B CTaBpONOJIbCKOM Kpae OTMEYAETCS HEYKIOHHBIN
pOCT 4Yuciia JeTed W IOAPOCTKOB C  BIIEPBBIC BBIABICHHOM IEJIMAKUEN.
MakcuMmanbHO€ KOJMYECTBO BIIEPBBIC BBIABICHHBIX CJIydaeB 3a0o0JieBaHUs
ormeueHo B 2004 roay (28 mamuentoB), B 2009 roay (22 maruenta), B 2012 romy
(29 maruenToB) u B 2015 roay (22 namuenTta), a MuHuMainbsHoe — B 2017 u B 2019
roay (7 u 11 maniueHTOB COOTBETCTBEHHO). 3a001€BA€MOCTD IeJTMAKUEN B JIETCKOU
nonynsiuua CtaBpomnosibCcKOro kpas umeer Asa nuka: B 2012 rogy — 5,3 wHa 100
TeiC. HaceneHuss U B 2015 rogy — 3,9 ma 100 ThIC. HaceneHus. MuHUMaJIbHbBIE
rokasarenu 3aboneBaeMocTh BhIABICHBI B 2017 u B 2019 r. — 1,2 Ha 100 THIC.
HacesneHnud U 1,9 na 100 ThIC. HaceaeHUs] COOTBETCTBEHHO. PacnpoCcTpaHEeHHOCTh
uenuakuu Hapacrtana 10 2014 rona, nocturayB ypoBHs 42,3 cinyyas Ha 100 Teicsiy
JIETCKOTO HACEJICHHs, B JaJIbHEHIIEM Ha MPOTSHKEHUM TMOCISAYIOMUX 6 JeT
COXpaHseTCs] OTHOCUTENIbHOE CTabmiIbHOE 3HadeHue — okosno 40 ciyuaeB Ha 100
TBHICSIY IETCKOTO HACEIICHHUS.

2. B crTpykType uenMakuu 10 HACTOSIIETO BPEMEHH JAOMUHHUPYIOT JI€TH C
TUIIAYHBIMUA KHILIEYHBIMU TIPOSIBICHUSIMHU, OJHAKO, B IOCJEAHEE [ECATUIIECTUE
OTYETNINBA TEHACHUMS K HApacTaHWI0 B JETCKOM MOMYMSALMU MAalMEHTOB C
BHEKHIIIEYHBIMU CUMIITOMAMH. BBISBICHHBIN MaToMOP(03 KIMHUIECKOW KapTHHBI
HAa MPOTSKEHUU AHAIU3UPYEMOTO IPOMEKYTKA BPEMEHHU JAEMOHCTPUPYET
CHI)KCHHME YaCTOTHI JUAPEUHOTO CHHIPOMA, a TaKXKe >Kalod Ha 3aJep)KKY TEMIIOB
pocta u Aedunut Maccel tena. Hapsay ¢ 2TuM yBeaudmBaeTcCs 10Js MalUeHTOB C
Hecrenu(puIeckod CUMIITOMATUKOM, YTO IHUKTYeT HEOOXOAMMOCThH TMOBBIIICHUS
HACTOPOKEHHOCTH Bpauel aMOylIaTOpHO — MOTUKINHUYECKOTO 3B€HA B OTHOIICHUHN
paHHEW TUarHOCTUKYU U BBISIBICHUS LETUAKUU.

3. B crpykrype rammorunmoB HLA-DQ y geTteit W mOApOCTKOB € IEIHaKWEH,
MpOXXKUBAIOMX Ha  Tepputopun  CTaBpOMOJIBCKOTO  Kpas,  OTMeYaeTcs
npeBanupoBanue Gopm ¢ ramiorunom HLA-DQ2 — 81,3%, Ha BTrOopoM Mecte 1O

gacToTe BbIABICHHMS Haxomurcs ramnorun HLA-DQ8 — 13,4%, Ha TpeTheM —
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rartotunt HLA-DQ7 — 5,3%. Ilpu 3TOM B T€HETHYECKOW CTPYKType OTMEHaeTCs
npeobiajaHrue MaueHToB, UMEIOIINX BbIicoKuid (35,8%) u cymecTBeHHbIH (39,5%)
TeHETUYECKUN PUCK MaHU(ECTAIMH [EIMAKUU, OOYCIOBIECHHBIA J0303aBUCUMBIM
3¢ PEeKTOM T'eHOB.

4. TlomumopdusM KIMHUYECKUX TMPOSBICHUM Yy TMalMEHTOB C pPa3IUYHBIMU
ramwotunamu  HLA-DQ u  pa3nuuHOM  CTENEHbIO TIE€HETUYECKOro pHUCKa
CBUJICTEIILCTBYET OO0 OTCYTCTBHMU BJIUSHHUS TEHETHUYECKOW J€TePMUHAHTHI Ha
XapaKTEPUCTUKY KIMHUUYECKOW KapTUHBI 1EJIUAKUU, YTO TUKTYET HEOOXOAMMOCTD
OCYIIIECTBICHUSI JUAarHOCTUYECKOTO IIOMCKAa HE TOJBKO CpEau TAIlUeHTOB C
TUTIUYHBIMA TaCTPOMHTECTUHAJIBLHBIMU TPOSBICHUSIMU, HO W y JeTed ¢
HecnenupUuIeCcKol CUMITOMATUKOMN, a TAKKe CPEId TPYIII PUCKA.

5. Tarmotunst HLA-DQ2 u HLA-DQS8 accouunpoBanbsl ¢ Hambosaee BBHICOKUMHU
YPOBHSIMU CTICIIU(DUUESCKUX JIJIS IEIMAKUUA aHTUTEN. B TO ke Bpems y MaireHTOB ¢
raotnniom  HLA-DQ7  ormewarorcs  Hambollee  HH3KHE — IMOKa3aTelH
ceposoruyeckux mapkepoB. [lo mepe yriyOneHus: arpoduyeckux MpOLECCOB B
CIIM3UCTON 000JI0OUKE TOHKOW KHINKKM Yy TanueHToB ¢ ramiotunom HLA-DQ?2
OTMEYAeTCsl YBEJIUYEHUE YPOBHS AHTUTEN. Y TMAIMEHTOB C BBICOKOW CTENEHBIO
TEeHETUYECKOTO pHCKa MaHU(eCTalMH IeMaKUU BBISBICHBI HauOoliee BBHICOKHE
3HAYEHUS CEPOJIOTUYECKUX MapKkepoB. [1o Mepe CHUXKEHHS CTENIEHU T€HETUYECKOTO
pUCKa OTMEuYaeTCs CHIDKEHHE YPOBHEW cHenupUYecKHX aHTUTE, YMEHBIICHHE
JIOTU TIAIIMEHTOB C TOTaJIbHOM CTENEHBIO arpoPUu BOPCUH CIU3UCTON 000I0YKU
TOHKOW KHIIKA U YBEJIWYECHHE [OJIM MAalMeHTOB C YMEPEHHOW CTENEeHUIO

arpoUIECKUX U3MEHEHHUI B TOHKOM KHIIIKE.
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NPAKTUYECKHUE PEKOMEH/JALIUU

1. l'eneTnueckoe HCCIENOBAaHUE JOHKHO paccMaTpUBAThCS KaK HEOOXOIUMBIM
METOJl i OTOOpa MAIMEHTOB C ILEJIbI0 JUHAMHYECKOTO CEPOJIOTUYECKOrOo
CKpUHMHTa (JIMlla ¢ AayTOMMMYHHBIMU 3a00J€BaHUSAMH, XPOMOCOMHBIMHU
aHOMAJIUSIMH, CUOCHI U POJIUTENU MAIIMEHTOB C 1enuakueil). [TaruenTs! u3 rpynn
pHUCKa C TarIOTUIIaMH, aCCOIMUPOBAHHBIMU C pa3BUTHEM 3a00JI€BaHUS, TOKHBI
MOJIBEPraThCsl CEPOJIOTMUYECKOMY 00ciieIoBaHuI0 ¢ yacTtoToi 1 pa3 B 2-3 roja,
TaK KaK MPU HAJIUYMUUA TE€HETHUYECKOW MPEeapacroioKCHHOCTH IEIUAKUS MOXKET
MaHU(ECTUPOBATH B TIOOOM BO3paCTE.

2. HLA—tunupoBaHue ajienel npeapacnoiio)KeHHOCTH K IEJTHaKUU  CIIeayeT
IIPOBOUTH MAIIMEHTAM TaCTPOIHTEPOJIOTHIECKOTO NMPOGUIIs ¢ HEOTPEIeTISHHBIM
JMAarHO30M, JIUIaM, BXOASIIMM B TPYIIBI PUCKA IO Pa3BUTHIO IEITHMAKUH, a
TaKke TAlUCHTaM, Ha4YaBIIUM COOJIOAATh OC3MIIOTCHOBYIO JIUETY 10

IIPOBEJICHUS CEPOTIOTUYECKON 1 MOpGOoIOTHUecKoi BeprupUKaIUK TUarHo3a.
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NEPCHEKTHUBBI JAJIBHEWIIEW PASPABOTKH TEMBI

[IpoBeneHHoe  uccinegoBaHUE  TPEACTaBIsieT  COOOM  3aKOHUYEHHYIO
HCCIeI0BaTeNIbCKylo paboTy. TeM He MeHee, HEyKIOHHBIN poCT 3a00JI€Ba€MOCTH U
pacnpoCTpaHEHHOCTA ILEIUMAKUUA Cpedu JeTed MW TOAPOCTKOB, a TaKkKe
MPOIEMOHCTPUPOBAHHBIA 1O PE3yJbTaTaM JIUCCEPTALMOHHOTO HCCIEI0BaHUA
natoMopho3 KIMHHUYECKOM KapTUHBI, JUKTYIOT HEOOXOAUMOCTh TMOBBIIICHUS
OCBEJIOMJICHHOCTHA Bpau€il pa3iau4HbIX CHEIHATbHOCTEH OTHOCUTEIILHO JaHHOIO
3a00J1€BaHUsS U BKJIIOYEHUS €ro B Kpyr auddepeHmanibHO—IuarHoCTUYeCKOro
MOMCKAa HE TOJABKO Yy JeTed ¢ KIMHUYECKUMHU TMPOSBICHUSIMU CHHApPOMA
MajibadCcopOIMu M OTCTaBaHUEM B (U3UYECKOM pa3BUTUM, HO U C MeEHee
TUTIMYHBIMA ~ CUMIITOMaMH, a Takke B Tpylnax ¢ ayTOUMMYHHBIMU
SHJOKPUHONATUSMU, Y JETeH ¢ TEHEeTHUYCCKHMMHU CHHIPOMAMU U B CEMBAX
MMaIMeHTOB C IIeJIHaKueH.

C uenpro OLEHKH AMHAMHKHU 3MHAEMHUOJIIOTMYECKOTO Mpolecca LEIUakuu B
JNETCKOM TMOIMYJALMU, a TaKXKe ISl OCYIIECTBIECHUS MOHUTOPHHIA COCTOSHUS
3M0pOBbsl  MAIIMEHTOB, B OCOOEHHOCTH IS TMPEEMCTBEHHOCTH  MEXIY
NeAuaTpUIeCKOM M TepareBTUYECKON ciyx0amu, IelecooOpa3Ha pa3paboTka
€IMHOTO peecTpa OONIbHBIX IIeTMAaKHell B peTHOHE.

Jluna rpynn  pucka (mAMEHTHI €  ayTOMMMYHHOM  TATOJIOTHEH,
XPOMOCOMHBIMU aHOMAJIUSMH, CHOCHI U PONMUTETH TAIMEHTOB C IICJIMAKUEH) B
0COOEHHOCTH, C Y4ETOM BBISIBIICHUS 1O pe3ynbrataM HLA-TunupoBaHus ajienen
MPEAPACTONI0KEHHOCTH K LIETMAKUU BBICOKOTO WJIU CYIIECTBEHHOIO T€HETUYECKOTO
pucka mMaHudecTanuu LeTUaKUH, JOHKHBI OBITh TOJBEPTHYTHI JUHAMUYECKOMY
CEpOJIOTUYECKOMY CKPUHUHTY.

Takum 00pa3oMm, mHepcrneKTUBaAMU JalbHEHIIEH pa3pabOTKU pPe3yabTaToB
HaIllEr0 MCCJEIOBAHUS SBISIETCS BBISIBICHUE PpACIPOCTPAHEHHOCTH LETUAKUU
cpenu CUOCOB M POAUTENECH MAlMEHTOB U BBIABICHHE CTENEHU TE€HETUYECKOIrO
pucka e€ maHudecTalMy, 4TO MO3BOJIUT pPaHbIlle AUATHOCTUPOBATH aTUIUYHBIE U

CKpbIThie (OpMBI 3a00J€BaHUS U, TEM CaMbIM, MPEAOTBPATUTh (HOPMHUPOBAHUE
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XapaKTCPHBIX JJIA HEANMArHoCTupo BaHHOU OeInaKumn OCJIO0XKHCHUM n

HC6JIaFOHpI/IHTHBIX HCXOO0B.
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CIIUCOK COKPAILIEHWH U YCJIOBHBIX OBO3HAYEHUN

AT'A — aHTHTENA K DNIMAAUHY

AJIT — anannHaMuHOTpaHcepaza

antu-JlI1I" — anTUTENAa K IEaMUIUPOBAHHBIM MENTUAAM TTIMAINHA
anTu-TTI — aHTUTENAa K TKAHEBOU TPAHCIIyTAMUHA3€E
ACT — acnapraramuHoTpaHcdepasza

BI'Jl — Ge3rmtoreHoBas 1ueTa

I'TT — ramma-rmyramunTpancdepasa

I'I/1 — repnietudopmusiii nepmarut [Jropunra
KA — xene3oneduiuTHast aHEMUS

KKT — xkenynouHO-KUILIEYHBINA TPAKT

NJI — naTepnenkuH

HUMT — nHaekc Macchol Teia

N®DA — nmmyHODEpMEHTHBIN aHAIIN3

N®H — unrepdepon

JIAI" — nakTartgeruaporenasa

[TIIP — nonmuMmepa3Has nenHas peaxkuus

PU®D — peakius uMMyHO(ITFOOPECIIEHITHH
COTK — cnuzucrast 0607109Ka TOHKON KUIIKH
TTI" — TkaHeBas TpaHCIIIyTaMUHA3a

®HO — axTop HEKpO3a OIMYXOIH

OOTIC — pubdporzodaroracTpoayo1eHOCKOITHS
D — menounas ¢ocdaraza

OMA — anTHTENA K DHIOMU3UIO

ESPGHAN — Espomeiickas accomuanus JE€TCKHX TacTPOIHTEPOJIOTOB,
reraroyoroB, HyTPHUIIMOJIOTOB

HCT — remarokput

HGB — remorniiooux

HLA — Human Leukocyte Antigens (denoBeueckuii JTCHKOIIUTAPHBIA aHTUTCH)
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|g — ummyHOTTIOOYNHMH
MCH — cpennee conepkaHue reMoriioOnHa B 3pUTPOIUTE
MCHC — cpenHsst KOHUEHTpaLus TeMOITI0O0UHA B 3PUTPOLIUTE
MCV — cpennuii 00beM 3puTpOLUTA
RBC — sputpouutsl
RDW — mmpuna pacnpenenaeHus: 3puTporuToB

SDS — ko3 duiiueHT craHaapTHOTO OTKIOHEHUS
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