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pyeTcs 3a cyeT aKTHBaLMHM (HaKTOpOB aJaNTHBHOrO HMMYHHTETA M aKTHBALMH HMMYHOKOMNeTeyy.
HbIX KJIETOK aJaNTHBHOTO HMMYHHTETA.

BileH3I0KEHHEIE PE3YILbTAThl HCC/EA0BaHHH M0/10XKEHBl B OCHOBY CO3JAHMS KilHHuko.
MMMYHOJIOTHYECKOH KOHUENUMH (PUCYHOK 4) (OPMHPOBaHHS MUMMYHHOIO OTBETA MPH XPOHtye.
cKko#l InuTeiiH-bapp-BHpYCHON M LMTOMETATIOBUPYCHOH HHGEKUMH, YTO MO3BONIUIIO MEPECMOTpery
TpaJMLHOHHBIE B3M/IAAbI HA TPYNITy YacTo GONEIOUMX AeTeH, BIICNHTL TPOrHOCTHYECKHE dakTo.
pbl PHCKa U TIPe0XHTh HHHOBALUMOHHBIA KOMIUIEKC IHArHOCTHKH, JIEUEHHS U 030POBIIEHNS 1ak-

HOI0 KOHTHHIEHTa B CHCTEME «MaTb-AUTA».

H.A. Ty3aukuua' , E.B. Baacosa’, H.A. Mawnunda’, B.H. Mucknaxosa’,
C.A. I(apzononos", H.H. Kucenesa’

PEFCACTP MNEPBUYHOM PIMMYE[HOVI HEAOCTATOYHOCTHU
CBEPIJIOBCKOM OBJIACTH.

Obnracmuas demckas Kiunuyeckas borvHuya Nel omoen knunuyeckou
uMMyHOJzozuu2
Huemumym ummyHonozuu u gusuonoeuu YpO PAH, nabopamopus
I/[MMynonamodJu_?uOﬂozuu.' Examepunbype

B TeueHne 22 neT MMMYHONOFaMH-alleprofloraMyd OTAeNa KIWHUYECKOH HMMYHOIOTHH
OJZIKb Nel npoBoauTcs padoTa Mo co3AaHHI0 peructpa OONbHBIX ¢ MEPBHYHBIMH UMMYHoOAeH-
UMTHBIMHU cocTogHHAMH CBepnoBckoii obnactu (Tabauua 1). Jlnarvos [TUJIC B HacTosmee Bpems
MOXeT ObITh He TONBKO 3aMof03peH, HO H YCTAHOBJIEH B HalleM JieueOHOM yupexIeHHH Ha OCHO-
BaHUM aHaNU3a FeHEIOrHYECKOTO aHAMHE3a. COBOKYMHOCTH KJIMHMYECKHX CHHAPOMOB. nabopa-
TOPHBIX KPHUTEPHEB, a TAKXKe, B HEKOTOPLIX CITyHasX. pe3y/IbTaTOB MONEKYIAPHOH JHarHOCTHKH.

B To ke BpeMs BO3MOXKHOCTH M3y4eHHs 3THX COCTOSHHIl OrpaHH4eHbl HECKOIBLKHMH (aKTo-
PaMH, Npexae BCEro - 3TO OTHOCHTENbHAA PeAKOCTb NATOJOTHH, @ TAKOKE HEAOCTATOTHAA OCBEROM-
NIEHHOCTb MeHUMHCKUX pabOTHUKOB B 06/1aCTH AMAarHOCTHKH M cTaHaaptos Tepanuu ITUJIC. Co3-
JaHHe CMEeLHATU3HPOBAHHLIX HMMYHOJIOTHYECKHX LIEHTPOB MO3BOJIAET CBOEBPEMEHHO BBIABHTD
JAedeKT HMMYHHOR CHCTeMBI, MOCTaBUTh KIIMHHYECKUA JUArHo3, Ha3Ha4YUTh aeKBaTHYIO TEPaiHo,
YAYUIIHTE KaueCcTBO XW3HU pebeHKa, a TakKe MPOBECTH MEIHKO-TEHETHHECKOe KOHCYNbTHpOBa:
HHe.

Haubonee pacnpoctpanensbiMu ¢popmamu TTUJC sABNsOTCA NpeHMyLIECTBEHHbIE AePEKTH
aHTHTeNo0Opa3oBaHua, HaMH Habmonaiotca 107 geteit (72%). CenekTuBHBIA NedUUHT UMMYHOT-

nobynuHa A (85 neteit) xapakTepu3syeTcs CHUKEHMEM KOHUeEHTpaluei cbiBopoToyHoro IgA < 0.05
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(1 v AeTeit cTapuie 5 sieT. KiMHHYecKkHe NPOSBIEHHUS OTIHYAIOTCA 3HAYMTENLHON BapHabenbHO-
¢Tbto — OT MPAKTHYECKOTO 310POBbA 10 Pa3BUTHA a/lIEPrUYECKUX. ay TOMMMYHHBIX M HH(EKUHOH-
ybIX IPOLIECCOB PA3THYHON CTENEHU THXECTH.

KMHHYECKHMU MapKepaMH TOTAlTbHLIX Ae(eKTOB aHTUTENONPOAYKLUMH SBNAIOTCA PAHHMI
po3pacT Hauaa HHGEKUMOHHOTO CHHIPOMA. CBA3AHHbIN C MPeKpallleHHeM Py IHOrO BCKapMJIHBa-
yns. OTCTaBaHHE (HU3UYECKOTO PasBUTHA, OTMeYaBIIeecs y BceX aeTeid. [Mnonnasus nuMbonaHOH
TKaHH M HAH4Me TIPU3HAKOB HApYUIEHWH MPOTHBOMH(EKUHMOHHOI 3alMTEl KOHCTATHPOBANach B
100 % cayyaeB. MHOEKUMOHHBIA CHHIPOM HOCU peLIHBHpY OLHi Xapaktep ¢ O6bICTpbIM dop-
\HpOBAHHEM XPOHHUECKHUX O4YaroB 0aKTepHanbHOM HHPEKUMH. YaCTBIMU BO3OYAUTEIAMHU ABIATUCH
Streptococcus pneumoniae ¥ Haemophilis influenzae. V Bcex Hawmx naumentos Habmomanuchb
xpornyeckue 6akrepuanbhsie HHpekunu JIOP-0praHoB U pecnMpaTOPHOTO TPaKTa B BHIE OTHTOB.
NaHCHHYCHTOB, XPOHHYECKOTro GpoHXHTa. GpoHxoskTaTHyeckol Gonesnu. [TpuueM y Bcex meTeit
yHdeKUMOHHBIN MPOLECC JIOKATH30BANICA B 2 U GoNlee CHCTeMaX OpraHU3Ma.

[pynny CHHAPOMOB, XapaKTepHU3YIOUIMXCH TOTATbHOM HEJOCTATOYHOCTBIO KIIETOYHOM U aH-
renonpodyurpyrouer GpyHkuUni TUMQPOLUTOB, 0OBEAUHSIOT MOHATHEM TAXENOH KOMOMHHpO-
paHHON MMMYHHOM HeaocTaTouHocTH (TKHUH). B Haw peructp BrimoveHo 7 JeTei ¢ 1aHHOM naro-
JOTHEH.

Knunnueckn TKHH npossnsetcs B nepsrie | - 3 Mecsiua )H3HH, MapKepaMH AaHHBIX CHH-
1pOMOB ABAIOTCA ana3ns AUMGPOUIHONH TKaHH. HHOEKLUHOHHbIA CHHAPOM. CHHAPOM Manbadcopo-
win ¢ bopMHpOBaHHeM THNOTPOdHH, OTCTaBaHHE B GU3UYECKOM Pa3BUTHH. [N Bcex NaLMEHTOB
XapaKTepHbl MpOrpeccHpylolle Tskesble OakTepuanbHble WHAEKUMH KOXH. pecnHpaTOpHOro
TpaKTa ¢ pa3BUTHEM CENTHYECKHUX COCTOAHMIA. Bakrepuanbhble HHOEKUMH OCNOXHAIOTCS rpHbKo-
BLIM MOpaXKeHHEM KOXH W CIH3UCTHIX. Bo3byautenamn nHobekuuit asnsiorcs 6akTepuH. BUPYChI.
TPHOB! U BHYTPHKJIETOYHBIE MHKpPOOpraHW3Mbl. Y 4 fneTeil, HabmoaaBIMXcs HaMH. pa3BHIICA pe-
THOHAPHBIR WIIH reHepamM3oBaHHeIi BLDK-uT.

[TpoBoauMoOe yNbTpa3BykoBoe CKaHHPOBaHWE THMYCa Y JaHHOM KaTeropuH MalMEHTOB Mo-
3BONAET MPUIKHIHEHHO BBIABHTH y HUX TMIOMUIA3HIO BHJIIOYKOBOH XKeJle3bl, UTO MOATBEPXKIAETCSA B
NocNeACTBHY MOCTMOPTANILHLIM HccneaoBanueM. K nabopatopreiM mapkepam TKHH oTHocsTes
CHKEHHe abCOJIIOTHOTO KOAMYECTBA JUMQOLUMTOB, HMMYHOKOMMETEHTHBIX KICTOK H TH-
no/araMmario6ynuHeMus.

Cnoxunoe reHerHyeckoe 3abosieBaHHE aTaKCHA-TENCAHTHIKTAa3Us XapaKTepu3yeTcs npo-
TPECCHPYIOILMM MOpaXeHHEM HEPBHOI cHCTEMbl M WMMyHoaedHuuToM. Hamu 3apeructpipoBaHo
S cllyyaes JaHHOM NAaTONOTHH, MPH 3TOM [BOE AETeH - U3 OAHOH CEMBH.

Hesponoruyeckne cHMNTOMbI NOSABIAIOTCA HA MEPBOM - BTOPOM FOAY JKH3HU B BHAE NpoO-

'T’eccupyiomeﬁ MO3BKeuKoBO# aTakcHu. Ha BTOpOM — TPETbLEM rOAY XH3HH Y JeTel MoABNAIOTCA
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Te/leaHTMIKTa3HH Ha Kodxe, Oy1b6apHOH KOHBIOHKTHBE, CKilepax, Ha Telle — MATHA LUBETA «Kode
MOJIOKOM», JeTIMrMEHTaLMs OTIebHBIX Npajei Bojoc. C BO3pacTOM HApacTalOT NPOSBIEHHS py.
deKUMOHHOTO CHHApOMa B BHe OakTepuanbHbix mopakeHuid JIOP-opraHos, pecnupatopror,
TpakTa. OTMeudaeTcs MOBbIUIEHHAA YaCTOTa Pa3BUTHS 3/10Ka4€CTBEHHBIX HOBOOOPa30BaHHiA.

Jla6opaTopHble JaHHBIE XapaKTEPH3yHOTCS 3HAYMTENBbHOW BApHaGENbHOCTBIO — OT Hopyg.
THBHBIX 3HaueHWil 10 cHxeHUa konudectBa CD3+ u CD4+aumdounToB H ARCHMMYHOTTI06y 1y
HEMHH.

B o6nactHoM perucrpe Tpetheit rpynnoi [TMJAC no wactoTe BcTpewaeMocTH (10%) sppg.
10TCS CHHAPOMBI, 0DycioBIIeHHbIe AedekTamu darourTo3a. K HUM OTHOCATCA KONMUYECTBEHHAS He-
JOCTAaTOYHOCTL HEWTPOGHIOB, HapylIeHHe MpOLecCOB aaAre3WH. XeMoTakcHca, MHKPOOHUMaHoj
AKTHBHOCTH M MpPOLIECCOB AerpaHy/AUHH HEeHTpo(QUIOB. 3TO XPOHHYECKAA IpaHy/eMaTo3Has Go-
AEe3Hb, runep-1gE cHHAPOM, BpOXIeHHasA HeHTponeHHs. cuHApoM Yennaka-Xuraww v ap.

V Rreteil ¢ XpOHHYECKO#H rpaHylleMaTo3HO#H 60/1e3HbI0 OTMEYaoch paHHee Havallo KiHHu-
YeCKHX MpOABJIEHHH: Ha | — 2-M Mecslle H3HU Habmoaancs WHPEKUHOHHBIA CHHAPOM. XapakTe-
pH3yloILMics peHAHBHPYOWHMH OaKTepHATBHBIMH TOPOKEHHAMH KOXH, MOAKOXHOM KIeTYaTky,
auMdoyanos. Ha nepom roxy xu3uu y 5 neteii (83,3%) auarHoctuposasica BLDK-ut B Buze pe-
THOHApHOro JHUM(daieHHTa, MHEBMOHHH, TeHepalW30BaHHOH WHeEKUHH. B nanbHedem npucoe-
JHHATIACH PEUMAMBHPYIOLLHE OaKTepHanbHble HHGEKLUHUH peCHpPaTOPHOro TPaKTa B BHAE MOBTOp-
HbIX MHEBMOHHH, Ha (OHE peLHIUBHPYOLIEro HH(EKLIHOHHOr0 CHHAPOMA Y BCEX JeTeH KOHCTaTH-
poBanach runepnnasis nuMdousHod TkaHH. Haubonee yacTeiMH B036yautensmu Obutu Staph
aureus, E. coli, Salmonella sp., Candida alb., Aspergillus sp., Herpes. KputepueM auarsoctuky,
Hapsaly ¢ KJIMHUYEeCKHUMH NPOABJIECHUAMH, ABASETCA CHIXEHHE MoKa3aTeNed XeMHTIOMUHECLEHLHH
He#Tpodunos u HCT-tecra.

Hamu nabmonatores S neteit ¢ cHHApOM runepuMmyHornobymiHemuu E (runeplgE — cun-
ApoM). XapaKkTepHbiM ABJISETCA paHHee Hadano HHGEKIMOHHOTO CHHAPOMA B BHIE peUMANHBHPYI-
X OaKTepHATbHBIX HHMEKUHH KOXU U MOAKOXHOMH KIeTHaTKH, JIHMGOoynoB ¢ GopMupoBaHHEM
abclieccoB, KOTOpble Y Beex AeTeill HOCHIIM «XOJNOAHBIN» XapakTep, T.e. 6e3 runepemuu, Gonesoi
peaKUMH, U He 3aMedanuch poauTensaMH. C pOXIEHHA y BCeX AeTed KOHCTATHpOBAICH TsDKEMb
PEUNAHBHPYIOIIHHA aTUITUYHGIH AepPMAaTHT, TOPNMUAHBIA K TPAAHUHOHHOM TepariH, MpUyeM MpH Ha-
3HAYEHUH FOPMOHAILHOMN TepanuK NpHCoeARHsANCS HHDEKLMOHHBIN KOMIOHEHT. B Gonee crapied
Bo3pacTe y 4 aeteit (80%) AKarHoCcTUPOBAINCH PELMANBHDYIOMME GaKkTepHaibHble HHpEKLHH pec-
MHPaTOPHOrO TpaKTa B BHAE MOBTOPHBIX MHeBMOHMH. XapakTepHbiM npH runeplgE — cHHApOME
ABNAETCA 303HHOQHINA U SKCTPEMAIbHO BBICOKHIt ypoBeHb IgE B cbIBOpOTKE KpOBH.

PernoHaibHbIA perucTp MO3BONSET NMPOAHATH3HPOBATL CTPYKTYpYy NeTanbHOCTH aeted ¢

pasnuyseiMi hopmamu TTHJIC (Tabnuua 2). 3a BpeMsa Hamero HaOMIOAEHHs 3aperHCTPHPOBaHO n
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feTatbHbIX HeXona —14.6 % cpeau neTedt, BKIIOYEHHBIX B perucTp. T[lpeuMyiLiecTBEHHO 3TO RETH ¢
koMOMHMPOBAHHOH MMMYHHON HENOCTATOYHOCTBIO. OCHOBHBIMH MIPHYHHAMH CMEpTH GbLTH Tsxe-
ale HHGEKUMORHBIE mpouecchl — y 12 60MbHBIX BbIpakaBIIMecs B HEKYIHPYEMbIX CENTHYECKHX
cOCTOAHMAX BAKTEPHANLHO-MUKOTHYECKOH 3THONOTHH, Y 9 KeTell 3TH COCTOARNS Pa3BHIUCh Ha ¢o-
He MaHUMTONEHHH (cuHapoM Yeamaka-Xuraum, TKUH, BpoxaenHas Heitponenus). Henocpenct-

peHHOH MPHYMHOH CMEpTH y 2 GONIbHLIX (aTaKCHA-TeNeaHrMIKTasMa. cuHApoM HuliMeren) crana

OHKOJIOTHYECKaA MATOJIOTHA.

B 3akli04eHHE CllelyeT OTMETHTB, uTo co3aanue peructpa [TUJIC tpebyeT He Tonbko KBa-
MpUKaLUHMH KITHHHYECKHUX a/lIEProoroB — UMMYHOIOrOB M Bpaueil 1aGopaTOpHOH AMAarHOCTHKH.
HO # KOHCONMIALMK BCEX CMEUMANHCTOB — MEHaTpPOB. XHPYProB, GTH3HATPOB U Apyrux. Peieps
AMarHOCTHKH JIaHHOH TNAaTONIOTHH CEAYET UCKaTh B CIELMATTH3HPOBAHHBIX OTIENEHUAX — HEBPOJIO-
rHYECKHX. (TH3MATPHYECKHUX, PEAHHMALIMOHHBIX U APYTHX. PaclunpeHue 3HaHuMil B 061acTH K-
HHYECKOH UMMYHOJIOTUH Y NPaKTHYECKHX BpayeH MO3BOJHT CBOEBPEMEHHO BBIABHTEH MALHEHTOB ¢
CHHIPOMAMH TMEPBHYHBIX WUMMYHOLE(GHUNTOB, HANPaBUTL B CMELMANTH3UPOBAHHBIA HMMYHONOTH-
YyeCKHid UEHTP. HA3HAYHTh COOTBETCTBYOLLYIO TEPaNUIO U YYYIUHTh KAUeCTBO XH3HH pebeHka.

Tabauya I
Peructp 601bHBIX ¢ MePBHYHBIME HMMYHOAePRUNTHLIMH COCTOSTHHAMH

No/n | HASBBAHUE CHHAPOMA KOJI-BO BOJIBHBIX
! AraMMarnoOyJIHHeMHUs 12

1o

[unorammarnobynunemus ¢ runep-IgM 1

Ob6utas BapHabenbHas runoraMMariobyIHHeMus 9

(=]
w

CenexruBHbi Jepuuut IgA

XpoHHUYECKUH-KOXHO-CTH3HUCTBII KaHAHRO3

ATakcHA-TeleaHrHodKTasus /cuapoM Jlyu-bap/

Cunapom Buckorra-Onapuya

XpoHuyeckuit cucTeMHbIH TMdonponidepaTHBHbIH CHHAPOM

XpoHuueckas rpaHyIoMaro3Has GonesHb

— Ol || |wn | & ]|w

o

Cunapom Yeanaka-Xuramu

"'nnep-Ig E-cunapom

BpoxaeHHas HeHTponeHus

HacneacTBeHHBIH aHTHOHEBPOTHYECKKHIA OTEK
TKHUH
Cungpom Hufimeren

;!:]: S

=N

MakpornobynuHeMus BanbaeHcTpeMa
Cunapom JIu-bxopmxu
BCEI'O

~2

— N = (NN W[N]V W NN
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Tabauyg )
Ctpykrypa aeraasnoctn [THAC
®opma ITHAC KonunuectBo 6osnib- | Yucsio ymepunx Hons ymepuunx (%)
HBIX
XpoHuyeckui KOXHo- | 2 1 50
CITU3UCTLIH KaHAKA03
Cunapom Yenunaka-Xuraiuu 2 2 100
CunaposM Huiimeren 2 1 50
Cunnpom Jlu-Jxopaxu 2 1 50
TKHUH 7 6 85.7
ATaKCHSA-TeNeaHrHOIKTa3Ns 6 2 333 ]
CunapoM Buckorra-Onapuua | 2 1 50
XpoHudeckas rpaHynomaTos- | 6 3 50
Has 6oNe3Hb
XpoHuueckum CHCTEMHBIH | 3 2 66.7
nuMdonponugepaTHBHbIH
CHHJpOM
CenektuBHblii gepuunt IgA | 85 1 1.1
AramMMarnoOynuHeMus 12 2 16,7

B.B. @omun, O.K. Xoowko, H.10. I'openviwesa, IO.I'. /lazepesa,
I1.C. Kanycmuna

AJJATITUBHO-KOMIIEHCATOPHBIE PEAKIIUM
NMPU UMMYHHOM HEJOCTATOYHOCTH VY AETENA

B nocieaHue rogs CpEAH B3pOCIOTO KU AETCKOr0 HAaCEJICHHSA OTMEUYACTCA POCT YHACNa BOCMa-

JUTENbHBIX 3a60N1eBaHNi ¢ pa3sBUTHEM AWCOYHKLUMM HMMYHHON CHCTEMBL. DTO 06YCIOBHIIO MOB-

LIEHHE HHTEpECA K H3YYEHHI0O HMMYHHOIO CTaTyca YeJIoBEKa H, B YaCTHOCTH, K npoﬁneMe HMMYHO-

AeGUUMTHBIX COCTOAHMI. BHUMaHHe MeAMaTPOB K H3YUYEHHIO U BBISBIEHHIO HMMYHOIE(ULIATHIX

COCTOSHHH y 1eTeH 060CHOBAHO HEOGXOAMMOCTEIO AH(epeHUMPOBAHHOTO MOAX0Aa K paHHei -

arHOCTHKE H JIEYEHHUIO 3TOW IMaTONONHH. OcymCCTBJ'lﬂﬂ B TEYEHHe BCEHl KH3HHU MOCTOSHHBIA KOH-

TpoNb Haad NoJJepXaHHEM aHTHIEHHOrO roMeocTasa, HMMYHHas CHCTEMa HaXOAWTCS BO B3aHMO-

ZNeHCTBHH C ApPYTrUMH (byHKLIHOHaJIBHblMH CACTEMaMH OpraHu3Ma - HepBHOﬁ, BHHOKPHHHOﬁ, ydact-

BYIOLLUMH B Mpoleccax aganTaluy OpraHu3Ma K U3MECHAKIIHUMCSA ¢aKTOpaM BHEMIHEH W BHYTpEH-

He#t cpeant (1.2,3,4.5). OT coCTOAHMA HMMYHHOI CHCTEMBI, €€ afaNTalHOHHBIX BO3MOXHOCTEH 33-

BHCHT aA€KBaTHOCTH pearHpoBaHHA OpraHn3Ma Ha T€HCTHYECKH YYXKCpPOAHBIC Arc¢HTH H BEpoAT-
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