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UMMYHOJIOTMYECKUE NMPOBJIEMbI

B MEAWATPUMN

HE AUATHOCTUPOBAHHBIE NEPBUYHbIE .
UMMYHOAE®ULNTLI MOTYT ABNSATbCA NPUHUHOU
PAHHEW JETCKOW CMEPTHOCTWU!

TI'opayxosa MLA,, [laBsigoBa H.B., Kopcynckmit VLA,
Huxuruna NLA., ®ununenxo M.JL, lIpoxeyc A.IL

Jemckas Topoockas Knunuweckas Boavruya Ne9
um. I H. Cnepanckoeo I3 Mockewt, Mockea, Poccus

TlepBuynbie uMMyHoneduuutsl (ITU) - aTo reTeporeH-
Hasl TpyIina BpOXIEeHHBIX HapyIlIeHU i, BbI3BAHHBIX Ae(heKTa-
MU B Pa3IMYHbIX 3BEHbSIX UMMYHHOI CUCTEMbI. Y OOJIbHBIX
IT1]1, kak mpaBuIo, HAOIIOAACTCA PELIMANBUPYIOLIUE U TSI~
Kenble MH(MEKIMK, B TOM YUCJIE BBI3BAHHBIE OMIITOPTYHUCTH -
YECKMMU M YCJIOBHO-ITATOTEHHBIMU MUKPOOPTaHU3MaMMU,
TIPUBOASIINE K CMEPTU WJIM MHBAJIUIHOCTU B PaHHEM BO3-
pacre. B cBsa3u ¢ tem, uto aumarHo3 ITW]] HeBO3MOXHO 3a-
MOJ03PUTh MPU CTAHAAPTHOM (DU3MKATbHOM OOC/IeTOBAaHUM,
Ype3BblYaiiHO BAXXHOE 3HAYEHUE U1 YCTAHOBJICHUS JUarHo3a
W HaIpaBJieHUs TAlMEeHTa B CIEelUAIM3UPOBAHHBIE LIEHTPHI
MOMOILM Y Ha3HAYEeHUsI COOTBETCTBYIOLIEH Tepanuu Mpuoo-
peTaeT paHHsIS AMArHOCTUKA C UCIOJIb30BaHUEM J1abopaTop-
HBIX MeToJ0B. MIMMyHOIeDUIIUTHBIE COCTOSIHUSI XapakTe-
PU3YIOTCSI CHUXKEHUEM KOJIMYecTBa HauBHBIX T- 1 B-kiteTok
B nepudepruyecKoil KpoBHU, YTO XOPOIIIO KOPPEIUPYET C KO-
smaecTBoM KosblLeBbix JJHK-monexkyn TREC u KREC, o6pa-
3YIOLIUXCS B XO[Ie peapaHXUpOBKU reHoB T- 1 B-kjeTouHoro
peuenropa. PaHee Mbl pa3paboTaiv U BaIUAMPOBAIN METO-
MKy Ha ocHOBe MyJsbTuiLiekcHoit TP B dmyopecueHTHOM
JETeKIMel B pexXuMe peaibHOrO BPEeMEHU C OJHOBPEMEH-
HbeIM onpeaenieHrem KojqudectBa TREC, KREC u BHyTpeH-
Hero KOHTpoJis - reHa yesoeka IL17RA mig nienbHOU KpoBu
W JUTST CYyXUX TISITeH KPOBY, TIPUMEHSIIOTIINXCS [UTSI CKpUHIHTA
HOBOPOXJEHHBIX. B HacTosiieil paboTe MbI TPOBEIU PETPO-
CIIEKTUBHBIN aHaJN3 apXWBHBIX CyXWUX TISITEH KPOBM OT Je-
Teii, yMepIIMX Ha MepBoM rofy ku3Hu B 2014 1, ¢ moMolibio
npeioxeHHol Metoauku. M3 22 maiueHToB y 4x nereit Ko-
snyectBo TREC 0bUIO CHUXEHO, MPUYEM 2-€ U3 HUX POIU-
JIUCh Ha PAaHHUX cpokax rectauuu. McciaenoBaHue BbISIBUIO
OJIHOTO peOeHKa, B CyXOM MSITHE KPOBU KOTOPOTO OTCYTCTBO-
Basiu TREC u 6butu cHukeHsl KREC. B Bo3pacte 1,5 mecs-
1IeB MaLUEHTY ObLJIO MPOBEIEHO UMMYHO(DEHOTUITUPOBAHUE,
noaTBepauBiee pe3ynbratel aHam3a TREC u KREC: 1,3%
CD3+, 0% CD3+CD4+ u 3% CD19 (T-B-NK+) u nnarHo3
M1, TKWUH. Takum o6pa3om, mpeaiokKeHHbIIT HAaMU METOJ
MOXKET OBITh IPUMEHEH B KaYeCTBE TUArHOCTUYECKOTO U MO-
KET paccMaTpUBaThCsl KaK CPUHUHTOBBIN METOH, IPOCTOM,
YYBCTBUTENLHBIN U HE TPEOYIOIINI TOMOJHUTEIHBHOTO 000-
pynoBaHusi, Kpome craHgaptHoro st [1LIP-nabopatopuu.
Ero mpuMeHeHHe MOMOXET CBOCBPEMEHHOMY BBISIBICHUIO
HoBopoxIeHHbIX ¢ [TU], uro obecrieuuT HEOOXOAUMOE Jie-
YeHHE U YMEHbIIIEHUE IETCKO CMEPTHOCTH.

ONPEAENEHWUE KONNYECTBEHHOIO COAEPXAHUSA
TREC W KREC B NEPUDEPUHECKOU KPOBU BOJIbHbIX
X-CLENJIEHHOU ATAMMATI0BYJINHEMUEN

I'ycera ML.H., CemenoB A.B., Totossan A.A.

Cankm-Ilemepoypeckuii HUH snudemuonocuu
u mukpoouonoeuu umernu Ilacmepa, Cankm-Ilemep6ype,
Poccus

TlepBuuynbie umMmyHoneduumutel (ITU) — rpynna 3a-
0oJieBaHUM, CBSA3aHHBIX C HACJEICTBEHHBIMU HapyLUEHU-
SIMU Pa3BUTUSI UMMYHHOI cuctembl. OnHOM M3 HauboJiee
yacTeix popm TTU]I siBasieTcst HapyllIeHWe aHTUTEI000pa3o-
BaHus (0 73,3% oT ob1iero ynciaa). AraMMarjio0yJInHe -
MUs — ojHa U3 HauboJiee uzydyeHHbIx ¢popm [TU]I, oOyciioB-
JIEHHBIX PELIECCUBHBIMM MYTAallMsIMU B reHe btk wim rene
tupo3ukuHasbl bpyrona (BTK). BToT hepMeHT UrpaeT Kito-
YeByI0 poJib B co3peBaHMM B-kierok. Ha naHHbBI MOMEHT
BpeMeHU uaeHTuduLmpoBaHo 6osee 400 MyTaluii B 9K30HaX
btk-reHa, UMeOIIMX KIMHUYECKOE 3HAYEHUE U CBSI3AHHBIX
C HapyllleHUWeM co3peBaHusl B-KIeTok M, Kak CJIeACTBUE,
npekpalieHue aHTUTe1000pa3oBaHus y OOJILHOTO aramma-
mIo0yIrHeMuei. Bmecte ¢ MyTalMsiMi B IpOMOTEPHOI 30HE
reHa ¥ B MEXX3K30HHBIX 00J1aCTsX, HApyLIAIOIUMU ero HhyHK-
LIMOHUPOBAHUE JIMIIb YACTUYHO, UACHTU(DULIMPOBAHO BCETO
oonee 1000 3HauMMBbIX MyTaluii. Takoe MHOroo6pasue aenaer
3aTPyIHUTEbHBIMU BEPU(UKALIMIO TEHETUYECKOTO TMarHo3a
Y K&XJ0ro MaluKreHTa ¢ araMMarjio0yIMHeMUE, B CBSI3U C YeEM
KpalilHe aKkTyaJlbHO HalTW YHUBEpPCAJIbHbIN J1abopaTOpHbI
Mapkep Auc@yHKIIMKU co3peBaHus B-kieTok.

3a TocnemHee NecSITWIETHE B TIPAKTUKY 3IPaBOOX-
paHeHUsI aKTUBHO BHEIPSIETCSl YHUBEPCAJIbHBIN MapKep
T-xnerounsix uMmyHoneduunuros — TREC (T-cell receptor
excision circle), ucnonb3yembiii ais ckpuauHra [AJ y Ho-
BopoxaeHHbIx B CIIA, [lIseunu u npyrux crpaHax. CKpu-
HUHT IPOBOAUTCSI MeTOIOM KosimyecTBeHHou [TLLP, nis yero
CYILIECTBYET LEJbII Psil KOMMEPUYECKUX HAaOOpOB. AHAIOTUY-
HbIil Mapkep co3peBaHus B-kietok — KREC (kappa-deleting
recombination excision circle) nmoka He BHeJpeH B IIUPOKYIO
npaktuky ckpuHuHra [TU/J1. Tlostomy onpenenenne KREC
Yy MalMEeHTOB ¢ araMMarjoOyJvHeMUuel MOXeT AaTh JOMOJI-
HUTEJIbHYI0 HH(pOpMaluio 0 HeHHOCTU ckpuHuHra no KREC
IUIS1 paHHETOo BbIsiBJIeHUs 3Toi hopmbl [TU/T.

Marepuansl u Metoabl: VMcrnonb3oBaiiu HabOp M KO-
mmyectBeHHoro ompeneneHus TREC u KREC wmetomom
[P B pexume peaJlbHOTO BpeME€HHU, pa3pabOTaHHBI CO-
tpynHukamMu UXb®M CO PAH (1. HoBocuoupck) u IFKb
Ne9 (r. Mocksa), JIHK Bbigensiim KoMMepuecKuM Habopom
«PUBO-nper» (UJIC, Poccust). AMImnbuKanuio mpoBoIv-
sm Ha ipubope CFX96 (Bio-Rad, CIIIA).

IMpoanaim3upoBaHa KpoBb 5 MAIIMEHTOB C JUArHO30M
X-cueruieHHass aramMmarioOyauHeMmusi. JluarHo3 ObLT BbI-
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CTaBJICH Ha OCHOBE KJIMHMYECKUX U JIAOOPATOPHBIX TAHHBIX,
a TaKkKe pe3yJIbTaTOB TeHETMUECKOT0 NCCiieIoBaHms btk-reHa,
BBITIOJIHEHHOTO B JIAOOPAaTOPUK MOJIEKYJISIPHOW MUMMYHOJIO-
ruu u cepoarmuaemuogorun HUMOM umenn Ilactepa

Pesyabrarer: OCHOBHBIE pe3yJIbTaThl MCCIENOBAHUS TIPeI-
CTaBJICHbI B TAOJIUIIE.

MauwenT, BozpacT | TREC (konuit/mn) | KREC (konwuii/mn)
n.C. 34r 18024,24 131,06
C.B.6n 40009,46 366,47
XA6n 19000,00 0,00
LW.A 6n 4353,37 0,00
.B 6n 4333,64 0,00

B manHO# TpymIie MAIMEHTOB OTMEYAeTCs BBIPAXKEHHOE
camxenne KREC (nopma 1,0¥103-1,0%¥105 xomuii/mir) mipu
cogepxkanun TREC B npenenax HOpMaJIbHBIX 3Ha4YeHMI
(4*103-7*104 xorumii/mir).

3axmoueHue: CkpunuHrosoe onpeneneHue KREC moxer
ObITh PEKOMEHIOBAHO JIJIs1 BBISIBIIEHUS IPYIIbl B-KjIeTOUHbBIX
UMMYHOJEe(hULIMTOB y MAlMEHTOB UMEIOIINX HACTOPAXXUBAIO-
ye KITMHUIeCKre TIPU3HAKYT STUX COCTOSTHUM.

KNMHUKO-AWATHOCTUHECKOE 3HAYEHUE

POJIU LUTOTOKCUYECKMX TMMOOLINTOB

Y HOBOPOXAEHHbIX C PECMTUPATOPHbIM AUCTPECC-
CUHOPOMOM

Oynapesa M.B.,, Cuzsakuna JLIL, JIunge B.A., ynapes
.B.

Pocmosckuii Hayuno-ucciredogamenvckuii UHcmumym
axkywepcmea u neduampuu, Pocmos-na-Zlony, Poccus

Beenenne. B mocienree BpeMsi B MUPOBOI TTPAKTUKE YCH -
JIeH TIOMCK MMMYHOJIOTUYECKUX TUArHOCTUYECKUX TECTOB
MH(EKIIMOHHOTrO Mpolecca Yy HOBOPOXIEHHBIX B KPUTUYE-
CKHX COCTOSTHMSIX, OCOOCHHO ISl paHHE TMarHOCTUKU C I1Ie-
JIbI0 Ha3HAYeHUST TPEBEHTUBHOM Teparu.

Iesbio naHHO# paGOTHI SIBUJIOCH U3YyYeHHE IIUTOTOKCHYE-
CKOM CHCTEMBI JIUMMPOIIUTOB C BHICOKUM IIUTOTOKCUYECKUM
MOTEHIIMAJIOM Yy HOBOPOXIEHHBIX C PEeCIUPaTOPHBIM MC-
TPeCC-CUHAPOMOM.

Marepuansi u MeToabl. KcciaemoBaHue BBIIIOJIHEHO
Ha 6a3e OTHeNeHUs peaHMMallMM M MHTCHCUBHOW Teparuu
HayYHO-UCCJIEIOBATEIbCKOTO WHCTUTYTa aKylIepcTBa U Tie-
nuatpuun.O0cienoBaHbl 222 JOHOILLIEHHBIX HOBOPOXIESHHBIX
C TecTallMOHHBIM Bo3pacToM oT 39 1o 41 Hexenun,c OLEHKOM
1o mkae Amnrap 3,2%1,6 6a/utoB. TsSKeCTb COCTOSIHUST HOBO-
POXIEHHBIX ObLTa 00YCJIOBJIEHA TTPEMMYIIIECTBEHHO TSIKEION
IbIXaTeJbHOM HEI0CTaTOYHOCTBIO. Y HOBOPOXACHHBIX ACTei
MpY TOCTYIUIEHUU HE OBLIO 3apeTHCTPUPOBAHO KIMHUYE-
CKUX TIPU3HAKOB OGaKTepuaibHOro WHbUIMpoBaHus. [Ipu
HabJII0ACHUM B IMHAMKMKE Ha OCHOBAaHUU KJIMHUKO-1abopa-
TOPHBIX JaHHBIX OBIJIO YCTAHOBJIEHO, YTO K 3-5 CyTKaM IIpe-
ObIBAaHMSI B PeaHMMAIMOHHOM OTAEJIEHUU y 17 — TH HOBO-
POXIEHHBIX NeTeil pa3BUJICS HeOHaTaJbHBIN cericuc. [lpu
MOCTAHOBKE JMAarHo3a Cerncuc KIMHUKO-aHAMHECTHUYECKUe
1 J1abopaTOpHbIe NAaHHBIC OBLIM TIOATBEPKICHBI TOJOXH-
TeJIbHOI TeMOKYJIBTYpoit. B 5-x ciiydasix omTHOBpEMEHHO BbI-
JENSIMCh BO3OYAUTENM B KPOBU M JIUKBOpPE, B 12-TU ciiyya-
SIX — B KPOBM U B acriupare u3 Tpaxen. Hanbosee yacTo BbI-
aemsumch Pseudomonasaeruginosa, Kl. pneumoniae, Strept.
epidermidis.

HccnenoBanust mpoBOOMAM Ha 3-X LIBETHOM ITPOTOY-
HoM 1mromerpe “BeckmanCoulter” (CLIA) ¢ wucmonb-
30BaHUeM peareHToB GupMbl “BeckmanCoulter”. Jluzuc
OCYILIECTBJISIIM PYYHBIM MeTofoM pacTBopoM “OptiLyseC”
“BeckmanCoulter”.

Hatypanbuble kumnepsl (NK) saBasitoTcss TpeTbelr 1o-
myJsiuyeil TMM@OIIMTOB UMMYHHOR CHCTEMbI, 3TO KJIETKHU
BPOXIEHHOTO UMMyHUTeTa. MexaHusm neiictBust NK- kie-
TOK 3aKJII0YaeTCs B MHAYKIINY aronTo3a U rmephopuH-3aBU-
cumoM Jmsuce. T-NK (CD3+CDI16+56+) — yHUKaJIbHBII
nojakiace Kak T-kjeTok, Tak 1 NK-Kj1eTok, KOTopble pery-
JIUPYIOT MPOAYKIMIO, a TaKXe caMu SIBJISIIOTCS MPOAYLICH-
TaMM BaXXHEWIMX IIUTOKWMHOB, HAIPaBISIOIMIMX TEYECHHE
WMMYHHOI peakumu. VX 3HaueHMe BaxKHO y JleTeil paHHETO
BO3pacTa, KOIja CHUCTeMa aIalTUBHOTO MMMYHMTETA TOJIbKO
dopmupyercs.

CriemyeT OTMETUTh, YTO Y aHAJIM3UPYEMOM TPYIIILI HO-
BOPOXIEHHBIX NIeTell ObLIO JOCTOBEPHO CHUXKEHO Kak aod-
COJIIOTHOE, TaK M OTHOcuTeabHOe conepxkaHue NK(CD3-
CD16+56+) u T-NK(CD3+CD16+56+) mo cpaBHEHMIO
C TaKOBBIMM B TPYIITE 3IOPOBBIX HOBOpOXAeHHBIX (CD3-
CD16+56+ - 2,15+0,22% nportus 7,44%+0,31% u 0,05£0,01
x109/n mporus 0,25+£0,01 x109/nm; CD3+CDI16+56+ -
0,76%0,05% mpotus 2,52+0,06% u 0,02+0,004 x109/71 mpo-
tuB 0,0810,002 x109/1) (p<0,05). Ha 3-5-e cyTku auHamu-
yecKoro HabmoaeHus 1 K 20-M cyTkaM 3a00JieBaHUST He Ha-
OJIIONAIOCh YBEJIWYEHMSI COINEPXKaHUS B IepudeprudecKoi
kpoBu NK(CD3-CD16+56+) u T-NK(CD3+CD16+56+).
TakuMm 00pa3oM, TONyYeHHbIE NaHHBIE CBUIETEIBCTBYIOT
0 BBIPaXXCHHOU PeAyKIIMU KIJIETOK, 00Ianaloninx KWIIepHOI
aKTUBHOCTBIO.

Kak mokazanu pesyJbTaTbl MPOBEACHHBIX HaMM HUCCIe-
JIOBaHUM, UUTOTOKCUYECKUIA MOTEHLIMAN KJIETOK UMMYHHOW
CHCTeMbl HOBOpPOXIEHHBIX aereid ¢ PIAC m moOKyMeHTHpO-
BaHHBIM CETICHICOM OKa3aJicd CHUXXEHHBIM I10 CPaBHEHUIO
¢ TakoBbIMU 0e3 cericuca. ¥ HoBopoxaeHHbix ¢ PIIC u no-
KYMEHTUPOBAaHHBIM CETICUCOM OTMEYaJIoCh JOCTOBEPHO
3HaYMMOE CHIXEHUE aOCONIOTHOTO UM OTHOCHUTEJIBLHOIO CO-
IepkaHusl HaTypaabHbIX KmniepoB - NK(CD3-CD16+56+)
u T-NK(CD3+CD16+56+) no cpaBHEHHUIO C TAKOBBIMU 0e3
cenTuueckux ocoxueHuit (p<0,05).

B mpouecce muHAMWYECKOTO HAOMIOACHUS ITPOIOJI-
Xajoch gmoctoBepHoe cHumxKeHne NK(CD3-CD16+56+)
u T-NK(CD3+CD16+56+) Bo Bce CpOKM HaGIIOACHUSI.

PestoMupys BBIIIEU3T0XKEHHOE MOXHO 3aKJIIOYWTb, YTO
3Ta 0CO0EHHOCTb 3(P(HEKTOPHOTO 3BeHa UMMYHOJIOTMYECKOTO
pearupoBaHUsl, IO-BUAUMOMY, CBUAETEILCTBYET O HAIpsSTKe-
HUU 3aIIUTHON (PYHKIIMU HATypaJbHBIX KUJUIEPOB Ha (hOHE
OGakTepranbHON MHOEKIINA U MOXKET JIeXaTh B OCHOBE CHU-
JXKEHHOW PEe3UCTEeHTHOCTH HOBOPOXKIEHHBIX JNeTell K MH(pEeK-
LIMOHHBIM areHTaM.

AHAJIM3 3KCNPECCUWN LIWTOKUHOB .
Y HOBOPOXAEHHbIX AETEN C HEUHOEKLIMOHHOU
NATOJIOTUEN

Nasmamberosa 3.P.% Illteno M.B.2, BaxmyTosa JI.A%
IMankunaa EB.2

I ThY3 AO AMOKD, O6nacmuoit nepuHamanvHuiil yenmp,
Acmpaxans, Poccus

2 I'BOY BIIO Acmpaxanckuii 20cy0apcmeeHHbiil
MeouyuHckuil ynueepcumem, Acmpaxaus, Poccus

? Knunuueckuii podunviuiii dom, Acmpaxans, Poccus

Bsenenne. M30bITOUHASI MM HEAOCTATOYHAST 9KCITPECCUST
LIMTOKVHOB 3HAYMMA IIPX MHOTKX 3a00JIEBAHUSIX, 4 HE TOJIbLKO
KaK MpU4rHa NTHGEKIMOHHON MaTOJIOTHH.
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Henp n 3agaun. CorocTaBUTh YPOBHU SKCIIPECCUU TIPO-
W TIPOTUBOBOCTIAIUTENIBHBIX IIUTOKMHOB Y HOBOPOXICHHBIX
JeTeil ¢ HeMH(MEeKIMOHHOM MaTOJIOTUei.

Marepuansl 1 MeToabl. B Hateii pabote GbLIM 0OCIENO-
BaHbI 3 TPYyNIbl HOBOPOXAECHHBIX neteit (n=27). B 1 rpynmy
BOILJI JETH C BPOKICHHBIMUA aHOMAJIUSMU Pa3BUTHUS, B OC-
HOBHOM, CEpIECYHO-COCYAMCTOM CHUCTeMBI M TTo4eK. Bo 2
TPYMITy BKJIIOUYEHBI IETU ¢ KOHBIOTAIIMOHHBIMU XeATyXaMu. 3
TpYyMIy COCTaBUIM HOBOPOXIEHHBIE C TMITIOKCUYECKU-UIIIE-
muyeckuM nopaxeHneM LHTHC u 3amepkkoii BHYTpUyTpoO-
Horo pa3Butus. KIIMHUYecKuit 1uarHo3 JTaHHBIM JeTSIM ObLT
YCTAHOBJIEH B POJIOME Ha OCHOBAHWM aHAMHe3a, KIMHUYE-
CKOT0 OCMOTpAa, Ta00paTOPHBIX M MHCTPYMEHTAIBHBIX UCCIIE-
noBaHuit. IIpomykuuio uurokuHos ®HO-o, UJI-4 u WUJI-6
onpenensiii MmerogoM MPA ¢ Mcrnoabp30BaHUEM TECT CUCTEM
komnaHuu 3A0 «Bekrop-bect».

OcHoBHbIE pe3yabTaThl. B pe3ynbrate nccienoBaHUs BbI-
SIBJICHO, YTO JIJIT HOBOPOXIEHHBIX C BPOXKICHHBIMU aHOMA-
JUSIMA  Pa3BUTHUS XapaKTepHa BBICOKAs SKCIIPECCUs TPO-
BOCHAIUTEIbHBIX LMTOKMHOB: PHO-o0 u WJI-6. B rpymme
C KOHBIOTALIMOHHBIMU XKeJATyXaM1 OOHapy>XE€HO YBeJIWYeHUe
9KCMPECCUM TMPOTUBOBOCMAIUTENbHOTO LIMTOKKMHa WJI-4.
B rpynne ¢ nopaxeHusmu LIHC 1 oTHOCUTENBHO 310POBBIMU
JIETbMU SKCIIPECCUN 3TUX IUTOKMHOB HE OTMEUYEHO.

TABIULIA. CBOOHASA TABJULIA CPEAHWX NOKA3ATENEN

NPOAYKUMX LUTOKUHOB Y HOBOPOXAEHHbIX
C HEMH®EKLIMOHHOW MATONOMMEN

1rpynna 2 rpynna 3 rpynna
(n=9) (n=9) (n=9)
Wn-4, nrimn 1,214 4,089 1,131
Wn-6, nr/mn 100,5 30,7 5,2
®HO-0,, nr/mn 42,0 23,4 6,3

3akmouenne. Takum oOpa3oM, BbICOKas SKCITPECCUST TIPO-
BOCHAJINTEILHBIX IIUTOKWHOB B 1 TpymIie CBUACTEILCTBYET
0 TOM, YTO B 3THOJIOTMH BPOXICHHBIX aHOMAJIMI Pa3BUTHSI
Yy HOBOPOXIEHBIX JETE BAXHYIO POJIb UTPAIOT MMMYHHbBIE
MEXaHM3MBI.

KOJIMMECTBO HAUBHbBIX T-XEJINEPOB Y BOJIbHbIX
C NEPBUYHBIMU AEDEKTAMW AHTUTENONPOAYKLIUN

Kapakuna M.JL'? ITamanaa VI.A.Y, Kpusoaanosa
JL.M.'?, MaxueBa B.IL!

T O6nacmuasn demckas kaunuveckas 60avruya Nel,
Examepunbype, Poccus

2 Unemumym ummynonoeuu u gusuonoeuu YpO PAH,
Examepunbype, Poccus

JedexTbl aHTUTEJONPOAYKIUU COCTABISIOT OOJBIIYIO
YacTh IMAallMEHTOB PETUCTPOB IMEPBUYHBIX UMMYHOICGhUIIN-
toB (ITNUJ) BO BceM mupe (Bapnan K., 2013, Okc I, 2014,
Konnparenko M.B., 2005, Jlareimesa T.B., 2011). IMauu-
eHTBl ¢ 00Ieil BaprmabeJbHOM MMMYHHON HEIOCTaTOYHO-
cteio (OBWH) npeacraBisiioT onHy M3 HamboJjee CIOXHBIX
rpynn B JeueOHOM, MPOrHOCTUYECKOM M OPTaHM3allMOHHOM
acrnekTax. 9To cBsg3aHo ¢ TeM, yto rpyrnna OBUH pa3Hopon-
Ha, B Hee BXOAST HO30JIOTWU, CBSI3aHHBIE C PA3HBIMU TeHE-
trnueckuMu aedekramu (Classification of Expert Committee
on Primary Immunodeficiency of the International Union of
Immunological Societies, 2014). YacTb 60JbHBIX, 110 COBpE-
MEHHBIM MOHSITHUSIM, UMEET He TOJIbKO nedeKkT B-kieTok, HO

u T-xnerok (KoMOWHMpOBaHHBIN AedekT). OQHUM U3 Me-
TOMOB OIEHKN T-KJIETOYHOTO 3BeHa MMMYHUTETA SIBJISIETCS
ornpenesieHre KoaudecTBa HauBHBIX T-mumdouutos. [pu
HapyLIeHWM TMPOLECCOB co3peBaHus U auddepeHINPOBKU
WX YUCIIO MOXET 3HAYUTENIbHO CHIDKATHCS.

[enpio Hamero WCCAEIOBAHUS SIBUJIOCH OTpeselie-
HUE KOJMMYeCcTBa HAWMBHBIX T-XelnmnepoB ¢ (GeHoTHUIIOM
CD3+CD4+CD45RA+CD31+ y GonbHBIX ¢ nedeKramu
AHTUTEJIONPOAYKLIUH.

Marepuansl 1 MeToapl. O0cienoBaHbl 15 GOJBHBIX (BO3-
pact ot 18 mo 58 net, cpemHuit Bo3pacT 35,4 I.) ¢ OUarHo-
3o OBHMH, orBeuaBlmIUX AMArHOCTUYECKUM KPUTEPUSIM
aroii Hozosoruu (ESID Registry — Working Definitions
for Clinical Diagnosis of PID, 28.11.14) 6e3 reHeTM4eCKO-
ro TOATBEPXKAEHUS, a Takxke 3 OO0JbHBIX ¢ X-CLEeTJIEHHOM
araMMariioOyJTMHEMUEN C TOATBEPXAEHHBIM JeheKTOM
B rene BTK (Bospact ot 18 1o 22 ner, cpenHuit Bo3pact 19,6
r). Onpenenenue konuuectBa CD3+CD4+, CD3+CDS8+
u CD3+CD4+CD45RA+CD31+ npoBeaeHO METOAOM Mpo-
TOYHOU LIMUTOMETPUU C TPUMEHEHUEM MOHOKJIOHAJIbHBIX
anTuten (Beckman Coulter, CILA).

Pe3yasrarbl. BoisiBieHO CHUXXKeHUE aOCOIOTHOIO KOJIU-
yectBa T-xemmepos (0,19-0,47*109/m) y 7 GONBHBIX ¢ aAMa-
rHo3oM OBWH 1o cpaBHeHUIO ¢ BO3paCTHBIMU HOPMATUB-
HeiMu 3HayeHusMu (0,6-1,6¥109/1) (KosnoB B.A. u np.,
2009). Y Bcex aTHX OONBHBIX, a TAKXKE €Ille y 5 MalueHTOB
C aQHAJIOTUYHBIM AMATHO30M HaOJIoNanach WHBEPCUSI COOT-
HomeHns T-XenTmepoB U IMUTOTOKCUIEeCKuX T-KIJIETOK ¢ TIpe-
BaJIMPOBaHMEM TIIOCIEIHUX, YTO CBUACTEIBCTBYET O MIMC-
banaHce B cucteMe T-KJIETOYHOrO MMMYyHUTeTa. Y 00Jb-
HBIX ¢ X-CLEIUICHHOI araMMmarioOyJuHeMUel KOJIUYeCTBO
CD3+CD4+ u CD3+CD8+ yknanpiBajaoch B TIpelieIbl BO3-
PacTHOI HOPMBI.

B rpynne ¢ OBUH Tosnbko y yeTbipex 4esioBeK Kojuye-
CTBO HaMBHBIX T-XelnepoB YKJIaAbIBAJIOCh B HOPMATHUBHbBIE
3HavyeHus: 6osee 33% ot o6iero KonuyecTBa T-XesmnepoB
(Oraei M. Et al., 2012). Y oguHHanmuatu OOJbHBIX, TO €CTh
Oojyiee yeM y JIByX TpeTedl 0OCIeqOBaHHOW TPYMITBI, KOJIH-
YECTBO ATUX KJIETOK ObUTO CHWXeHO. [IpudeM y mAeBSITH de-
JIOBEK HaOJI0JaoCh YMEPEHHOE CHIXKEHUE KOJIuYecTBa
CD3+CD4+CD45RA+CD31+ (ot 6,7 mo 29,2%), a y aByx
MalveHToB — 3KcTpeMaibHoe cHikeHue (0,3%). Ilpu mo-
BTOPHOM O0CJIEIOBAHUM YETHIPEX OOTBHBIX PE3YIBTaThl OBLITU
aHAJIOTUYHBI Pe3yJIbTaTaM MepBUIHOTO OOCIENOBAHUS: Y TPEX
MalMeHTOB HaOJI0NaI0Ch CTA0MJIBHO CHUXXEHHOE KOJuye-
CTBO HaWBHBIX T-XeJmnepoB, a y OJHOIO MalMeHTa — HOp-
MaJbHOE KOJINYECTBO.

y BCexX Tpex 00ce10BaHHBIX 0OJIBbHBIX
¢ X-CIEIUIeHHOW araMMarioOyJMHeMHeil  KOJIUYEeCTBO
CD3+CD4+CD45RA+CD31+ yknanbiBaaoch B HOpMaTUB-
HbIE 3HAYEHUSsI, YTO CBS3AHO C OTCYTCTBUEM KOMOMHUPOBaH-
Horo B- u T-kneTouHoro gedekra.

BoisiBieHHOE  CHUKeHHME ~ KOJWYECTBA  HAWBHBIX
T-xennepoB y Oosblueil 4yacTu oOcCAeqOBaHHBIX HaMU
OGOJTLHBIX TIO3BOJIIET 3amof03pUTh KOMOWHUPOBAaHHBINA B-
u T-xierouHslii nedekt. [TonyyeHHbIe pe3yjbTaTbhl 000CHO-
BBIBAIOT HEOOXOIUMOCTb MTPOBEACHUS MAaLlMEHTaM C IMarHo-
3oMm OBUH wuccnenoBanuii, HanpaBJIeHHBIX HA UCKITIOYCHUE
KOMOWHMPOBAHHOTO UMMYHOIEDUITNTA.
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OCOBEHHOCTU UMMYHHOrO CTATYCA M AKTUBHOCTb
CYKUMHATAErMAPOrEHA3bI B NONYNALMAX
JIMMOOLMTOB Y BETEN C IMUKONEHOBOM BOJIE3HBIO
NEYEHOYHbIX GOPM

Kyp6arosa 0.B.}, Cypkos A.H.%, 3akupos P.II1.2
IMoasakosa C.J1.%, Camoxuna JI.B.2, CemenoBa I.®.%,
Mupowmruna JL.B., Vizmaiinosa T.JI., Ilerpuayr C.B.2

"®IBHY HIATuIl umenu ax. B.1. Kyaaxosa M3 PO,
Mockea, Poccus
2@IrBHY HII3/, Mockea, Poccus

I[nukorenoBast 6one3nbp (I'b) - rpynma HacieacTBeH-
HBIX 0O0JIe3HE, KOTOpbIe OOYCIOBJIEHBI HEIOCTATOYHOCTHIO
(GepMEHTOB, YIacTBYIOIIUX B oOMeHe riukoreHa. I'b xapak-
TepusyeTcsl M30BITOYHBIM HAKOTUIEHHWEM €ro B Pa3IMYHBIX
opraHax M TKaHSX, B MEPBYIO ovepeab MEYEHW U MBIIIIAX.
Hawubonee yacto HabmogaeMble KIMHUYeCKUe cuMnTomsbl I'b
- BTO YBEJIMYEHUE MIeUeHU, MbIllIeYHasl cJ1ab0CThb, TUTTOTIMKE-
must. Y nauueHToB ¢ I'b pasBuBaetcst BoipaxkeHHasi MeTabo-
J9ecKast IeKOMIICH AU 1 BTOPUYHAsT MUTOXOHAPUATbHAS
IUCOYHKIINY, 3TO TIPUBOAUT K 3HAYUTEIIBHOMY YXYIIICHUIO
coctostHUST 60nbHEIX. [Iporpeccupytoriee TedeHre OONe3HU
C CymoporaMu M UCXOioM B ¢hUOpo3, a B HEKOTOPBIX CITyda-
X U B IUPPO3 TIeYeHU, TPEOYIOT paHHE TUAarHOCTUKH U 11e-
JICHATIpaBJICHHOU Teparuu B OeTCKoM Bo3pacte. I'b compo-
BOX/IaeTCs YacThIMM MHTEPKYPPEHTHBIMU 3a00JIeBaHUSIMU
M TOBBIIIEHHBIM PUCKOM Pa3BUTHUSI ayTOMMMYHHBIX 3a00J1¢e-
BaHUI.

Iesb paGoThl: BHISIBUTh OCOOEHHOCTH UMMYHHOTIO CTaTy-
ca M OLIEHUTb aKTUBHOCTb cyKuuHataeruaporeHassl (CIIN)
B nonyJasiuusx JuMdouuToB (Jid.) y AeTeil ¢ neyeHOYHbIMU
dopmamu I'b.

Marepuansl u meroasl: O6cienoBaHo 54 pebGeHka ¢ Tme-
yeHOYHBIMU (popMamu I'b, 3 Hux ¢ I'b I tuma — 19 gereit
(N nmabmonenuit n=>51), ¢ I'b III tuma — 16 mereir (N Ha-
omonenuit n=28), c ['b VI tuna — 19 neteit (N HabmoneHnit
n=35). KoHTpoIbHYIO IPyIIy COCTABWIN 34 YCIOBHO 310pO-
BbIx pebeHka (N Haomomenuit n =107). Bcem metsM Obu1o
MPOBEACHO UMMYHOLIMTOXMMUYECKOE MCClIeaoBaHue Q. me-
pudepuiecKkoii KpoBU C ITIOMOIIbLIO TPOTOYHOM LUTOMIyOpH-
meTtpun Ha ipubope CYTOMICS FC500 (Beckman Coulter,
CIIA). OueHuBanu cieayronye NOmyJasiuuu JUMGOLUTOB:
T-np (CD3+CD45+), T-xenmnepnl (CD3+CD4+CD45+),
nurotokcuyeckue T-n¢p (CD3+CD8+CD45+), B-1¢p (CD3-
CDI19+CD45+), NK-knerku (CD16+ CD56+). B cBsasu
C BO3pacTHBIMU OCOOCHHOCTSIMM UMMYHHOTO CTaTyca JeTeil,
MaHHbIE UMMYHOTPAaMMBbI OBbLIH T€PECYUTAHbI B MPOLIEHTAX
OTKJIOHEHUST OT COOTBETCTBYIOLIETO pehepeHCHOTO MHTEPBa-
Jla ¢ pacyeToM OIIMOKM (m) It 1oau BapuaHT. CTaTucTude-
cKast 00paboTKa IMOJIy4YEeHHBIX PEe3yIbTaTOB Obla BHIITOJIHEHA
¢ noMolplo nakera Statistica6.0. JlocToBepHOCTD IMOJIy4EH-
HBIX PE3yJbTaTOB OIlICHUBAJaCh HeMapaMeTPUYECKUM KpH-
tepuem KonmoropoBa-CMupHoBa. [laHHBIE MpencTaBIeHbBI
B Bune cpeaHero (M) t ommbOka cpenHero (m). Paznuums
CUUTAJIM CTATUCTUYECKU 3HAUUMBIMU 11pu p <0,05.

Pesyasrarbl: ¥V nereii ¢ I'b Obuin BbISIBIEHBI U3MEHEHUS
B CYOITOITYJISIIIUOHHOM cocTaBe Jid. epudeprudeckoit KpoBH,
OTJIMYAIOIIMECS Y TTAaIMeHTOB ¢ pa3HBIMU TUTIaMK. Hanbosee
BbIpaXkeHHBIE U3MEHEHUs BBISIBJIEHBI TTpu | Tume 3aboneBa-
HHSI, YTO COOTHOCHUTCSI CO CTEIEHBIO BBIPAXKEHHOCTH KIIM-
Huveckux npossiaeHuii I'b. U3aMeHeHus Kacaiauch Kak adbco-
JIIOTHOTO YHCJa KJIETOK, TaK U UX MPOLIEHTHOIO COOTHOIIIE-
Hus. s 6onpmmHcTBa nauueHToB ¢ ', BHe 3aBucuMocTtu
OT TUIIA, XapaKTePHO MOBBIIIEHUE a0COTIOTHOIO KOJIMYECTBa

T-nd. (I Tun — 45,1%, 111 tunn — 46,4%, VI tun — 42,9%).
[MoBeiieHne o61Iero ynciaa T-KIEeTOK B OOJIbIIEM TTPOIIEHTE
cliyyaeB 00YCJIOBJIEHO YBeJIMUYEHEM KojinyecTBa T-Xennepon
W, B MEHBIIIEH CTENeHU, 32 CYET YBEJIUICHUS IIUTOTOKCHUIE-
ckux T-mumdonuToB, yTo cpaBenauBo s Beex TUunoB ['b.
KommuectBo T-xenrmepoB COOTBETCTBOBANIO pedepeHCHOMY
uHTepBany B 33% npu I tune, B 39 % npu 111 Tune u B 63%
npu VI tune I'b. YBenuueHue ux KoJimuecTBa ObUIO XapaKTep-
Ho s 37%, 57% v 34% TanmeHToB COOTBETCTBEHHO I I,
III u VI tuma. KonmuyecTBo nuroTokcuueckux T-yg. coor-
BETCTBOBAJIO pedepeHCHOMY MHTepBany B 33% mipu | tune,
B 57 % nipu 111 tume u B 65% npu VI ture I'B. ToBsmeHue
MX 4YKcia ObLIO XapakTepHo st 29% manneHToB ¢ I Tumom,
wist 28 % c 111 turtom v gt 23% ¢ VI tunom I'B. Crenenb
CHUXXEHUSI COmepXaHUSI LIMTOTOKCUYECKUX T-TMMbOLUTOB
He npesbimaia 15% y manuenrtoB ¢ III u VI tunmamu 3a-
OoJieBaHUs, TIPY 3TOM TTONOOHBIE M3MEHEHUS BBISBISITUCH
boJiee 4eM y TpeTu mamueHToB ¢ | Tumom. MccremoBanue
B-xnetouHoro 3BeHa BbisiBUI0, uTo npu III u VI tunme xo-
nmnuecTBO B-11d cooTBeTcTBOBaANO pedepeHCHOMY MHTEpBa-
ny B 42,9% w 57,1% cnydaeB COOTBETCTBEHHO, a Tipu | Tume
TONBKO B 21,6% HabmoneHuit. Y mauuenTos ¢ I tunom I'b
B 47,1% cnyyaeB KonuuecTBo B-d 6bu10 noBbIlieHO, Tipu 111
u VI Tune nopbllIeHUE HAOIIOLATOCH TOJBKO Yy 14% ob6cie-
noBaHHbIX AeTeit. KonumyectBo NK-KieToK y GOJIbIIMHCTBA
MaIeHTOB COOTBETCTBOBAJIO HOPMATUBHBIM 3HaueHUsAM (I
tun — 51 %, 11l tun — 78%, VI turt — 83%), u ToabKoO 1pu |
THIIE HAOJII0AAJIOCh YBEIMYeHUe uX yncia B 15,7% ciydaes.

AktuBHocTh CJAI' B momyasiuusix TUMQOLIMTOB OTJIMYA-
JIach OT MoKa3aTesieil KOHTPOJIbHOM TPYIIBI, TPUYEM CTETIEHb
BBIpaXXeHHOCTHU STUX M3MEHEHMUI 3aBHUCeIa OT THIIA 3a00IeBa-
Hus (Tabi.). Bbulo BBISIBIEHO, UTO aKTUBHOCTH B B-11¢h mipm [
THIIe 3a001eBaHusI Obl1a CHYKeHa — Ha 22 %, nipu VI tune —
Ha 16% OTHOCUTENIBHO 3HAYEHUII KOHTPOJBHOW TPYIIIbI (P
<0,05), ipu 111 Ture TOoCcTOBEpHO HE OTAUYAIACH OT COOTBET-
CTBYIOIIETO 3HAYEHMST KOHTPOJIBHOM Ipynmbl. B momynsimsix
T-nd camxenue coctasuiio 17% nipu I tume, 4% npu 111 Tune
u 11% nipu VI tunie (p <0,05). CHikeHre akTuBHOCTU B T-11¢h
OBLIIO KakK 3a CUeT ee CHIDKEHUS B T-xeJrepax, Tak 1 3a CYeT
CHUXEHUsT B LMTOTOKcMYeckux T-nd. AxkrtuBHocTh CII
B NK-KJleTKax cTaTUCTUYECKU HE OTIMYaIach OT MoKa3aTest
aKTMBHOCTU KOHTPOJIBHOM TPYIITIHI.

BoBoapl. [TokazaTenmn MMMYHHOIO CTaTyca M aKTUBHO-
CTH CYKUMHATIETMIPOTEHA3bl B TOIMYJSIUAX JTUMGOIUTOB
y nauveHToB ¢ I'B 3HauMMoO OTIMYaIMCh OT MokKazaTeseit
KOHTPOJILHOI Tpymiibl. TpeGyeTcss TTPOBOIUTH PETyJIsIpHOE
HCCIIeIOBaHUE TTOKa3aTejicii MMMYHOTPAMMBI M aKTHBHOCTH
CAI' B tuMmdoumTax ¢ MeJbl0 CBOEBPEMEHHONW KOPPEKIIMHU
BBISIBJICHHBIX U3MEHEHUI U MPOGUIaKTUKU UHTEPKYPPEHT-
HbIX 3200JIeBaHUIA.

POJ1b NPEHATAJIbHOrO UMMYHWUTETA B PASBUTUU
3ABOJIEBAEMOCTHU AETEW HA NEPBOM roAy X1U3Hu

Jlantesa JI.B, Tepermnenro C.IO.
HUU Meduuyunckux npobaem Cesepa, Kpacrospck, Poccus

BBenenne. [7106anbHBINM POCT PacpOCTPAHEHHOCTH ajl-
JIEprMYeCcKUX 3a00JIeBaHUIA SIBJISIETCS] PE3YJbTaTOM BO3MEH-
CTBUSI MHOXecCTBa (akTOpPOB: M3MEHEHMs] obpa3a XU3HH,
OKpYXKarollleld cpellbl M HACJIeACTBEHHOU TPeapacIioNoXeH-
Hoctu. OIHOI U3 aKTyaJIbHBIX TUTIOTE3 POCTA ATOIIUU SIBIISI-
eTcst «rurueHnyeckas runoresa» (1989). He uckmodyeHo, 4ro
BO3MOXHa U BHYTpuyTpoOHass Thl/Th2 moaspusauusi um-
MYHHOTO OTBETa.
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Henp m 3amaun. M3yduTh KIMHUKO-TIATOIEHETUUYECKYIO
B3aMMOCBSI3b MMMYHOJIOTMYECKUX TIOKa3aTesleld ITyIOBHUH-
HO KpOBM HOBOPOXIEHHBIX C IpeHATAIbHBIMU (paKTOpamMu
pucka GhopMHPOBaHUS UMMYHHOTO OTBETa Ha IEPBOM TOIY
xu3HU. [IpoaHanmM3upoBaTh CBI3b MMMYHOJOTUYECKUX Tia-
paMeTpoB TYITOBUHHOW KPOBU C OOIIMM YWCJIOM 3TU30/I0B
rurnieprepmuu 1 OPBU Ha nepBoM rofy KusHuU.

Marepuansl 1 Metronpl. Ha 0a3ze poaubHBIX JOMOB L
KpacHosipcka npoBenieH 3a00p MynmoBMHHOMN KpoBU Y 153 no-
HOILIEHHBIX HOBOPOXIEHHBIX, ¥ KOTOPBIX BHYTPUYTPOOHOE
pa3BUTHE Y PaHHUI TEpUOA afanTallMyi MpoTeKaau (pusno-
snormyecku. MHpopMUpOBaHHOE CoOrjlacMe Ha IpOBeIcHUE
WcclenoBaHusl ObUIO TonydeHo. Ompenessyii abCONIOTHOE
W OTHOCUTEJIbBHOE cofiepKaHWe JMMOOILMTOB C Pa3IuYHbI-
MM TIOBepXHOCTHBIMM MapkKepamu (CD3+, CD4+, CD8+,
CD19+, CD16+56+). Mcnoib30Bainch CTATUCTUYECKHUE Me-
TOJBI aHAJTA3A.

OcHoBHble pe3ynsraThl. B Bo3pacte 12 mecsineB y aereit
OBUTM TIPOAHAIM3WPOBAHBI HEKOTOPHIE PETPOCTIEKTUBHBIE
MaHHBIe (YacTOTa BCTPEYAEMOCTH SITU30I0B TUIIEPTEPMUU,
OPBU u agmapeu), Kacaroluiuecsi 0COOCHHOCTEH pa3BUTHS
JeTeil Ha TIEPBOM IOy KU3HU U UX CBI3U ¢ (OPMUPOBAHUEM
AJl ¢ pacueToM noka3zaTtesist oTHolueHus maHcoB (OR) u ero
JIOBEPUTEILHOTO MHTEpBaJia. Y fAeTell ¢ 5 u 0oJiee anu3onamMu
TUTIEPTEPMUU Ha TIEPBOM Tofy >KM3HU B MyMOBUHHOI KPOBU
OBbLIO 3apeTHCTPUPOBAHO YBEIMUYEHHUE OOIIETO KOJIMYECTBa
Thl mumdonmToB (cydotun CD4+/INFy+, p=0,009) u ak-
TuBupoBaHHbIX Thl mumdorurtoB (cyotun CD4+/INFy+/
CD69+, p=0,040). OnHOBpeMeHHO, y ieTeid ¢ 5 1 Gosee M-
3omamMu OPBU Ha mepBOM roay KU3HM B ITyTIOBUHHOM KPOBU
OBIJIO 3apEeTUCTPUPOBAHO YBEIMYCHUE OOIIEro KOJUYecTBa
Thl mumdountos (cyotun CD4+/INFy+, p=0,020) u ak-
tuBupoBaHHbIX Thl numdbonuros (cyorun CD4+/INFy+/
CD69+, p=0,020). Kpome TOro, mpu aHaim3e (GaKTOpOB
MUKPOOKPYKEHUSI OEpEMEHHON M UX CBSI3U C BHYTPUYTPOO-
HOM mpoaykiyei uHTepdepoHa HaMu ObUIO YCTaHOBJIEHO,
4TO pa3Mep ceMbU OEpEMEHHOI MOJOXUTEIBbHO KOPPEIUpPO-
BaJl ¢ akTuBMpoBaHHbIMU Thl numddounTamMu MynoBUHHOM
KkpoBu pebeHka (cyotun CD4+/ INFy+/CD69+ — r=0,22,
p=0,038). Takum o06pa3oM, OGoJblllee KOJIUYECTBO AKTUBH-
poBaHHbIX Thl TUM@OIUTOB B MYIMOBUHHONW KPOBU MOXKET
MpSIMO OTpaXkaTh CTeNeHb MHMPEKIIMOHHOM (TIpeXae BCETo,
BUPYCHOI1) Harpy3Ku B CeMbe, TaK KaK OHO CBSI3aHO U C pa3-
MEpOM CeMbM BO BpeMsl OepeMEHHOCTH U C KOJUYECTBOM
SMU30[I0B TUTIEPTEPMUM Yy PeOeHKa Ha TIEpBOM TOMY KU3HMU.
Tonbko (hakTop TMOJHOTO OTCYTCTBUSI 3MU30J0B TUIIEPTEP-
MMM OBIT YACTUIHO acCOIMUPOBaH ¢ dopMupoBaHueM All
y 00cJIeIoBaHHbIX HAMU IeTeld. Y neTeit ¢ ajljiepruyeckKuM Io-
paxkeHreM KOXU IMOYTH B 2 pa3a yaille ObLIO 3aperucTpupoBa-
HO OTCYTCTBHME KaKUX-JIMOO YKa3aHUIi Ha HaJIu4ue 3MU30/10B
noBblllIeHHOK TemriiepaTypsl (p=0,08). JlomoaHUTEIbHbIN
aHaJIM3 MoKasall, 4To y aeTeit ¢ A/l cTaTuCTUYeCKH 3HaYUMO
HUXKe 00I1Iee KOJIMYECTBO SIM30/10B TUIIEPTEPMUU, YEM Y Je-
Teli 6e3 AJI.

3akmouyenne. Bricokoe comepxaHue B TYMTOBUHHOU
KpoBU HOBOpPOXAeHHbIX 06umx (CD4+/IFNy+) u aktuBu-
poBaHHBIX (CD4+/IFNy+/CD69+) Thl-mumbouunTos, mpo-
OYLUPYIOIINX MHTEP(EPOH-Y, aCCOLMMPOBAHO C OOJBLINM
KOJIMIECTBEHHBIM COCTABOM CEMbH OepeMEHHOMN 1 GOJTBIITIM
KosmuyectBoM 3nu3onoB OPBU Ha nmepBoM roay Xu3HM pe-
OGeHKa, 4TO, BEPOSITHO, OTpaXkaeT BIUSHME CyMMapHOW WH-
(eKLIMOHHOM Harpy3Ku B ceMbe Ha ¢popmupoBaHue Thl 3Be-
Ha UMMYHMTETA IUI0Ja U TPYyAHOro pedeHKa.

ONPEAENEHUE 3HA‘-!EHVII7I HOPMbI TREC U KREC
B NEPUDEPUYECKOU KPOBU HOBOPOXAEHHBIX

Jwoumosa H.E., Ocrankosa 10.B., Cemenos A.B.,
T'opayrosa ML.B.', Kopcyuckmii VLA.!, ®uimmnenko
M.JL2 Totoasan A.A.

ObYH HUUDIM umenu Ilacmepa, Cankm-Ilemepbype,
Poccus

! [lemckas eopodckas kaunuueckas 6oavruya No9, Mockea,
Poccus

2 Unemumym xumuyeckoli 6uonoeuu u yHoamenmanbHoi
meduyunst, Hosocubupck, Poccus

Beenenne. [lepBUYHBIE UMMYHOIEMDUITUT MPENCTABISICT
€000l BpOXKIEHHBIE HApPYIICHUS WMMYHHOUW CHUCTEMBI, KO-
TOpbIe Pa3BUBAIOTCS BCIIENCTBUE TEHETUIECKUX HAPYIICHUH.
3aboseBaHNe TPUBOIUT K PA3BUTHIO TSDKETBIX XPOHUUECKUX
WHOEKINN 1 BOCTTIAJIUTEIbHOMY TTOPAXKEHWIO OPTAaHOB M TKA-
Heil. [Ipy 3TOM TepBUYHBIE UMMYHOIE(MUIINTHI OTHOCSITCS
K peaKuM OOJIe3HSIM, TTO3TOMY OCBEIOMJIEHHOCTb O JaHHOM
MaToJIOTUM KaK B MEIUIIMHCKOM COOOIIECTBE, TaK U Cpeau
OOJBHBIX KpaliHe HU3Kasl, YTO MPUBOJUT K HECBOEBPEMEH-
HOW AMArHOCTUKE W HEaleKBAaTHOMY JICUYEHUIO MallleHTOB.
NMmyHOIEeOUIUTBI XapaKTepU3yIOTCs MOJHBIM WM YaCTHY-
HBIM OTcyTcTBHeM T- win B-KileTok, a Takke HaTypabHBIX
KWLIEPOB WY ocJiabjeHueM (PYHKIIUM 3TUX KiIeToK. OcoObIi
Hay4YHbIIA UHTEPEC MPENCTABISET UCCIENOBAHUE COAEPKAHUS
y moneit «T-pelenTOpHBIX IKCIIM3UOHHBIX KoJiell» — TREC
(T-cell receptor excision circles — TREC). TREC ¢opmu-
pytorcs B mpouiecce V(D)J-peappaHkKnpoBKHU, KOTrga 4acTh
TEeHEeTUYECKOTO MaTepralia BhIPE3aeTcsl, 3aMbIKAeTCsI B KOJTb-
no. TREC cnyxar mMapkepaMu co3peBaHUsSI T-KJIETOK, He-
JABHO SMUTPUPOBABLIMX U3 TUMYCA U C1a0O0 BOBJIEKABLINX-
csl B mpolecc npojvdepalud UIu He NeJIUBIIUXCS COBCEM.
B cBsa3u ¢ atum koHueHTpauuio TREC B nepudepuueckoit
KpPOBM paccMaTpuBalOT Kak IoKaszaTeslb (PYHKIIMOHAIbHOMN
aKTUBHOCTM THUMYCa — €ro CIIOCOOHOCTU MpOMYyLIMPOBATh
T-numdonutel. B xone nponudepannu KjieTOK UMMYyHHOU
CHUCTEMBI 3KCIIM3NOHHBIE KOJIbIIa OCTAIOTCS B OXHOU U3 M0-
YepHUX KJIETOK, YTO TO3BOJISIET WCIIONb30BaTh UX OMpere-
JIEHWe KaK ToKa3aTelnb npoyudepanuu 1uMbOIUTOB U Cyp-
pOTaTHBII MapKep HOPMAJIBHOTO Pa3BUTHSI UMMYHHOU CH-
creMbl. AHanormyHo oOpa3sytorcas KREC (kappa-deleting
recombination excision circles) — B-KJieToYHble 3KCLIM3MOH-
Hble Kosbla. Conepxxanue KREC B nepudeprueckoit KpoBu
SIBJISIETCS] TAKXK€ CYPPOTaTHBIM MapKepom 3(PdeKTUBHOCTU
pa3BuTHs B-KjleTOUHOro 3BeHa UMMYHHOUM CHCTEMBI B MPO-
necce aMmbpuoreHesa. OnpeneneHue TREC u KREC moxHO
TIPUMEHSITh IUTSI paHHEW TUarHOCTUKU MMMYHOIEe(MUIIUTHBIX
COCTOSIHUIA.

Hems uccnenosanus: M3yuenue konmentpanuu TREC
1 KREC B KpoBH yCJIOBHO 3I0POBBIX JOHOPOB.

Marepuansl 1 MeTonbl. MartepuanaoM cyXuia KpoBb 32
HOBOPOXIEHHBIX 000€ero moJia (18 meBovek 1 14 MaIbuUUKOB).
Ilo crangapTHOI MEeTOAMKE C TTIOMOLIBI0 KOMMEPUYECKOTO Ha-
o6opa «Pubo-npern» mo pekoMeHaauuu (GUPMBbI-TTPOM3BOAM-
tenst (Mutepnabeepsuc, P®) Boimensiiu IHK u3 o6pasios
KkpoBU. Jlanee MpOBOAMIM KOJWYECTBEHHBIA aHAIN3 KOH-
uentpaiuu TREC u KREC ¢ nmomounisto 1P B peansHOM
BpeMeHU. TecT-cuctema i aHanu3a KoHieHTpaiuu TREC
u KREC n106e3Ho npenocraBieHa MHCTUTYTOM XUMUYECKO
Oouonorun U (GyHIAMEHTAJIbHOW MeauuuHbl. KpoBb HOBO-
POXIEHHBIX 00e3HO mpenoctaieHa PBYH «HayyHo-mc-
CJIeNOBATEIbCKUIT MHCTUTYT aKyIIepCTBa, THHEKOJIOTUU U pe-
npoxykrosoruu umenu /1. O. Otra».
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Pe3yasrarbl. bbiiu mpoaHain3upoBaHbl 00paslibl Kpo-
BU 32 HoBopoxaéHHbIX. Konuentpauusi TREC cocraBuia
ot 8955 no 88761 konwuii/10° muMbOLUTOB, cpeaHee 3Have-
Hue 3497613061 kommii/10° mumdoruros. KoHieHTparwst
KREC cocraBuna ot 11552 no 89533 konwuii/10° numdonu-
TOB, cpenHee 3786613472 xonuii/10¢ mumdonnros. He 6bu10
JNOCTOBEPHBIX ~ MEXIIONIOBBIX  pa3iMuMii  KOHLIEHTpAIuu
TREC u KREC. Ilo nutepaTypHbIM JaHHBIM KOJWYECTBO
TREC y neteit 0-liet, npoxusaroiinx B Mockse, COCTaBUIIO
120000-160000 (140000 B cpentem) komuii/10° 1umMbOLUTOB,
koinuectBo KREC 6bu1o 22000-88000 (39300) komumii/10°
muMdormtoB. [lo TaHHBIM TIBEICKUX aBTOPOB Y HOBOPOXK-
TNEHHBIX HOpMaJIbHBIM cunTaeTcs konmudectso TREC > 10000
konuii/mi, KREC > 8000 kornuii/MJ1; 0OHaKO B 3TOM Cilydae
WCTIONB30BAIIM CyX¥e KPOBSIHBIE TISITHA, a He TIeJIbHYI0 KPOBb.
HopmanbHoe 3Hayenue TREC misi u3pamyibCKUX HOBO-
POXIEHHBIX ObLTO 32-212 Konuii/3 MM cyXoro MsTHa KpOBU
u 8-56 xomuii/3 MM cyxoro msarHa kposu it KREC. Yer-
CKME aBTOpbl YCTAHOBUJIM HMXKHIOIO rpaHuily HopMbl 1400
xormmii/1 Mxn JHK mrs TREC u 700 xormii/1 mxn JHK
st KREC. [1ns BEISICHEHMSI TIPUYMH TaAKUX MEKITOITYJISIIIN -
OHHBIX Pa3IUYUil TpeOyeTcsl MpoBeleHrEe NOMOTHUTEIbHBIX
9KCITEPUMEHTOB.

BouiBonpl. B pabote BnepBbie Oblia ornpeaeaeHa KOHIEH-
Tpauyss TREC u KREC Ha nonyasiuuu 310p0OBbIX HOBOPOXK-
nénnbix CaHkT-IlerepOypra.

OLLEHKA YPOBHS1 PELLENTOPOB CD45RA

1 CD45R0 B NYNOBUHHOW KPOBM Y BbDKMBLLUX
W YMEPLLUUX B PAHHEM HEOHATAJIbHOM NEPUOAE
rNYBOKOHEAOHOLIEHHbIX AETEN

Yucrarora I'H.,, Ycrpaauesa JI.C., Pemuszosa LI,
JlanynoB B.A,, I'azuesa VL A.

OI'BY «HUH OMM» Munzdpasa Poccuu, Examepunbype,
Poccus

Y nereit ¢ akcTpeMaibHO HU3KOM Maccoit Tena (OHMT),
B OTJINYKE OT JOHOIIEHHBIX HOBOPOXIEHHBIX, UMMYyHOKOM-
TEeTEeHTHbIE KJIETKM KMEIOT TMPU3HAKU HEe3pesoCTH, CBOM-
CTBEHHBIE KJIeTKaM IUIofa, W, CJIeNOBaTeJbHO, SIBISIIOTCS
(GYHKIIMOHAIBHO HETIOJTHOIIEHHBIMY JIST aleKBaTHOU 3allin-
ThbI peOeHKa B IEPUOJ MACCUBHOM aHTUTEHHOI Harpy3KH Mpu
Tepexoje U3 BHYTPUYTPOOHOTO COCTOSTHUST BO BHEYTPOOHOE.
Lens: ouenuts ypoBeHb perienitopoB CD45RA u CD45RO
MyTMIOBUHHOM KPOBM y BBIKMBILUX U YMEPILIUX NETEH C IKC-
TpeMaJIbHO HU3KOI Maccoli Tejia, POXKIEeHHBIX B CPOKE CBEPX-
PaHHUX MpeXIeBpeMEHHbIX ponoB (22-27,6 Henenb). Mare-
pUAIBI M METOABIL: 1-10 IPYITITy COCTaBUIM 18 HOBOPOXIEHHBIX
¢ ODHMT wumetonux 61aronpusITHBINA UCXOM, 2-10 TPYIITY —
10 neteit c DHMT ymepiux B paHHEM HEOHATAJIbHOM TIEPUO-
ne. Ipynny cpaBHeHust (3-s1 rpyriia) coctaBuiv 18 qoHOIIEeH-
HBIX HOBOPOXIEHHBIX C HEOCIIOXKHEHHBIM T€YEHUEM PAaHHETO
nepuoja anamnTaluy, POAUBIIMXCS OT YCJIOBHO 3I0POBBIX
XeHIH. UMMyHOGMEHOTUITMPOBaHUE TUMMOILIMTOB TIPOBO-
VT METOIOM TIPOTOYHOUM Jla3epHOU HMTOMIYyOpUMETpUN
Ha aHanu3atope «FACS Calibur» ¢pupmbl «Becton Dickinson»
(CIJA) ¢ wucrojb3oBaHWEeM Ha0OPOB MOHOKJIOHAJbHBIX
aHTUTEJ TOTO Xe MPOU3BONUTEINSI. YPOBEHb 3HAUMMOCTH (p)
MEXTPYIIOBBIX pa3IM4uii ¢ ydyeToM monpaBku boHdeppo-
Hu npuHumanu <0,017. Pe3ynsraThl uccnenosanus. [1pose-
NeHHbIE VICCIeNOBaHMS TIOKA3aIl, YTO B IyTIOBUHHOUN KPOBU
JIeTeli OCHOBHBIX TPYIIT OTMEYAEeTCs CHIKEHHUE abCOMOTHO-
ro KoJuuecTtsa JiedkouuTos (6,2 (5,05 — 6,92)x10°/n) u 4,9

(4,05 — 5,6)x10°/n mportus 12,84 (10,26-12,83)x10°/1), co-
MPSDKEHHOE ¢ MOBBIIIEHUEM OTHOCUTEIBHOTO YKciia JTUM(O-
uuroB (76 (70,5 — 82,0)% u 89,0 (86,5 — 90,5)% mnporus 36
(32,5-45)%), 6onee BbipaxkeHHOE y AeTeii 2-i rpymmsl (pl-3,
2-3<0,010, p1-2<0,04 u p1-2, 1-3, 2-3<0,010 Bo Bcex ciryua-
sX). Y DIyOOKOHETOHOIIEHHBIX HOBOPOXIECHHBIX C JIETAIb-
HBIM MCX0J0M IpolieHTHoe coaepxaHnue CD45RA+-kierok
CTAaTUCTUYECKU 3HAYMMO TIPEBHINIAJIO MTOKa3aTeau aeteit 1-i
u 3-i rpynn (91 (90,5 — 91,5)%) nporus 88 (85,5 — 91,5)%
n 86,5 (84,25-89,25)%, pl-2, 2-3<0,017), aGCcomoOTHOE KO-
JINYECTBO OBLIO COITOCTABMMO C TAKOBBIMM JOHOILIEHHBIX JI€-
teit 4,11(4,09 — 4,13)x10°/n npotus 4,07 (3,45-4,57)x10°/1,
X0oTst B 1,6 pasa TpeBBIIAIO MapaMeTpbl HOBOPOXKICHHBIX
1-i1 rpynmer (2,62 (2,43-3,92) x10°/n, pl1-2<0,017). B ot-
HOCHUTEJIbHOM M abCOJIIOTHOM KOJMYECTBE KJIETOK TaMsSITU
(CD45RO+) y neTeit OCHOBHBIX TPYIIT JOCTOBEPHBIX pa3iiv-
ynii He BbIsABIEHO (8 (8 — 8)% u 0,36 (0,36 - 0,36) x10°/1
npotus 7 (5,5 — 8,5)% 1 0,26 (0,17 — 0,45) x10°/1, p>0,05),
OIHAKO Y HOBOPOXIEHHBIX C JIETAJIbHBIM UCXOIOM 3HAYCHMS
MAHHOTO TOKa3aTesisT MPEeBBIIIAIA TaKOBbIC TPYIITBI CpaBHE-
aus (5 (3,25- 6,75)% u 0,23 (0,13-0,32)x10°/1 mpoTus, pl-
2, 2-3<0,017). 3akmouenne. Takum o0Opa3oM, B pe3yJibTaTe
TPOBEIEHHBIX MCCIENOBAHUI YCTAaHOBJIEHO, YTO JJISI HOBO-
poxneHHbIX aeteit ¢ DHMT u netaqbHBIM MCXOIOM Xapak-
TepHa BBIpaXXEHHAsl aKTUBAllUs adalTWMBHOTO MMMYHUTETa,
YTO IPOSIBIISIETCS JTUM(POLIUTO30M, OBBILIEHHEM MIpOoHde-
paTUBHOI aKTUBHOCTU JUMMOLMUTOB U YBEIMUEHUEM KOJIU-
YecTBa KOMMWTHPOBAHHBIX JIMMGOIIUTOB, COMPSKEHHOTO
CO CHUXeHHEM (haKTOPOB BPOKIECHHOIO MMMYHUTETA (JI€ii-
KorneHust). Y HoBopoxaeHHbIX ¢ DHMT u GnaronpusiTHbIM
HCXOZIOM HECMOTPSI Ha JICHKOTIEHUIO U OTHOCUTEIbHBIN JTMM-
¢ouutos konmyectBo CD45RA+- u CD45RO+-kierok co-
TOCTaBUMO C ITapaMeTpaMy JOHOIIEHHBIX JeTel, YTO CBUIE-
TEJIbCTBYET O GOJIBIIEH 3PEIOCTH JIMMGBOLUTOB K OTCYTCTBUU
AHTUTEHHOM BHYTPUYTPOOHON CTUMYJISLIAH.

OLIEHKA YPOBHSI PELIENTOPOB CD45RA

W CD45RO0 NYNOBUHHOM KPOBU Y BbDKMBLLIUX U
YMEPLUMX B PAHHEM HEOHATAJIbHOM NEPUOAE
OETEW C 3KCTPEMAJIbHO HU3KOW MACCOM
TEJIA, POXAEHHbIX B CPOKE CBEPXPAHHMX
NPEXAEBPEMEHHbIX POLIOB

Yucrarosa I'H., Ycreanuesa JI.C., Pemuzosa VLI,
Jlanynos B.A., T'azuesa VLA

OI'BY «HUH OMM>» Munsopasa Poccuu, Examepunbype,
Poccus

Y rny0OKOHENOHOLIEHHBIX JeTei, B OTJIUYME OT JOHO-
IMEHHBIX HOBOPOXIEHHBIX, WMMYHOKOMIIETCHTHBIC KJIET-
KU UMEIOT TIPU3HAKKU HE3PEJIOCTH, CBOMCTBEHHBIE KJIETKaM
oja, W, CJIeIOBaTeNbHO, SBISIOTCS (YHKLIMOHAIBHO He-
TIOTHOIIEHHBIMM TS aIeKBAaTHOM 3aIUTHI pebeHKa B IIEPUO]T
MaCCUBHOU aHTUTEHHOW Harpy3Ku Mpuy MEPEX0Ie U3 BHYTPHU-
YTPOOHOTO COCTOSIHUSI BO BHEYTPOOHOE.

Hems: ouenuts ypoBeHb perientopoB CD45RA
n CD45RO nynoBMHHOM KpOBU Y BBIKMBIIUX U YMEPIIMX
neteit c OHMT, poxxaeHHBIX B CPOKE CBEPXPAHHUX MTPEXIEB-
pEMEHHBIX POJIOB.

Marepuansl u Metoabl: OcHOBHYIO rpynny (1-s rpymnmna)
cocraBwiu 18 BeokuBIIMX (1-51 moarpymma) u 10 ymeprimx
(2-s moarpymiia) B paHHeM HEOHaTaJIbHOM IepHUoae HOBO-
poxneHHbIXx ¢ DHMT, poxaeHHBIX B CpPOKE CBEPXpPaHHUX
MpeXaeBpeMeHHBIX pomoB (22- 27,6 Hemenb). Ipymmy cpas-
HeHus (3-s1 rpyImma) cocTaBWIM 18 HOBOPOXIEHHBIX AeTeit
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C HEOCJIOXXHEHHBIM TeUYeHNEM PAaHHETO TIepUOAa afanTalnH,
POIUBLIUXCSI OT YCJIOBHO 3[0POBBIX XeHUIMH. OOIyI0 yKc-
JIEHHOCTb TOITYJISILIMIA ¥ CYOITOITYIISIIIAIA TUM(MOIIUTOB BBIYMC-
JISTU, UICTIOJTB3YS JIeKoUTapHyIo (hopMyITy 001IIero aHaam3a
KPOBH, B3TOTO B JA€Hb UCCIEIOBAHUS NMMYHOJIOTMYECKOTO
npodwisi  HOBOPOXIEHHbIX. MMMyHOMEHOTUIIMPOBaHUE
JUMGOLIMTOB MPOBOAWIM METOAOM MPOTOYHOU Jla3epHOM
murodayopumerpun Ha aHanusartope «FACS Calibur» dup-
Mmbl «Becton Dickinson» (CIIIA) ¢ ucnoib30BaHuEM HaOOPOB
MOHOKJIOHQJIBHBIX aHTUTEJT TOTO XK€ MPOU3BOAUTENS], KOHBIO-
TUPOBAaHHBIX ¢ (ITIOOPOCIIEMHU30TUOIIMAHATOM U (DUKOIPU-
TPUHOM.

Pesyabratsl uccienoBanusi. B xone npoBeneHHBIX UcClie-
JIOBaHUI BBISIBIEHO, uTo sl nereit ¢ ODHMT xapakrtepHa
neiikonenus: (6,2 (4,7-6,9)x109/1) x 5,6 (5,25-5,6)x109/n
conpsokeHHast ¢ aumdounto3oM (80 (74-84)% k 88 (84,5 -
90)%), 6oee BbIpaXKeHHBIE Y IeTeid 2 TTOATPYIIIbL. Y BbIKUB-
wmux neteit c OHMT oOHapykeHO CHUXXEHHOE TTO CPaBHEHUIO
C JIeTbMM, YMEPIIMMU B PaHHEM HEOHATAJILHOM IIepUOE,
KOJIMYECTBO JTUMGOLUTOB, SKCIIPECCUPYIOIINX MapKephl Ma-
msatu CD45RA+ (88 (85,5-91,5)% nporus 91 (90,5- 91,5)%)
1 CD45RO+ (7 (5,5-8,5)% npotus 8 (8-8)%) Kak B IPOLIEHT-
HBIX, TaK 1 B a0COMOTHBIX 3HaUeHusX ((3,72 (2,58-4,03) mipo-
tuB 4,11(4,09-4,13)) u (0,26 (0,17-0,45) x 0,36 (0,36-0,36)).

IMokazaTenu JeKOUUTOB M JUMMOIMTOB JTOHOIIEHHBIX
HOBOPOXIEHHBIX OB CTATUCTUYECKM 3HAYMMO OTIUYHBI
OT IMoKazartesieil MyIMMOBUHHOM KPOBM AeTeil 00enX MOATPYIIII
(p<0,05). ITokazatenu NYNMOBMHHON KPOBU JOHOILICHHBIX
JIeTell BApbUPOBAIM B TIpeaeax — JieKouuThl 12,84 (10,26-
12,83) x10°/1, nuMbOLUTHI B OBIIEM ITyJi€ KJIETOK COCTaB-
st 36 (32,5-45)% w 4,58 (4,28-5,1)x10°/n B aGCOMOTHOM
3HAYEHWH, KOJMYECTBO JUM(MOLNTOB, SKCIIPECCUPYIOIINX
mapkepbl mmamsatu CD45RA+ 86,5 (84,25-89,25)% u 4,06
(3,45-4,57) x10°/1, CD45RO+ 5 (3,25-6,75)% u 0,25 (0,15-
0,32)x10°/1 B MPOLIEHTHOM M a0COJIIOTHOM 3HAUYEHWUU COOT-
BETCTBEHHO.

3akmouyenne. Takum oOpa3oM, B pe3ysibraTe MPOBEICH-
HBIX WCCIENOBAaHUI YCTAHOBJICHO, YTO IUISI HOBOPOXKIEHHBIX
neteit ¢ DHMT xapakTepHO MOBBIIIEHNE KaK aOCOTIOTHOTO,
TakK ¥ MPOLIEHTHOTO KOJIMYECTBA KJIETOK, HECYLIUX PELENITOP
CD45RA+, 4T0o CBUIETEILCTBYET O HE3PEJOCTH KJIETOYHOTO
3BeHAa UMMYHHOI CUCTeMBI. BMmecTe ¢ Tem, yBenTuueHue Ko-
JyecTtBa KieTok mamsatu (CD45+RO+), cHukeHne comep-
JKaHUSI JIEUKOLMTOB Y TUMGOLUTOB B 00LLEM MyJe KIETOK,
0oJiee BbIpaXXEHHOE Y JIETel, He CITOCOOHBIX MEPEXUTh paH-
HUI HEOHATAJLHBIN TEPUOJ], OTpaXaeT aKTUBAIMIO (hakTo-
POB aJanNTUBHOTO U BPOXAEHHOTO UMMYHUTETA Y 9TUX AeTeit
B OTBET HAa BHYTPUYTPOOHYIO CTUMYJISLIMIO UH(GEKIMOHHBIMU
areHTaMu.

MOJNEKYNAPHO-TEHETUMECKAS! ANATHOCTUKA
NEPBU4YHbIX UMMYHOAEPULIUTOB

Yypuna ML.A., Ocrankosa }0.B., Cemenos A.B.,
I'ycera ML.H, Torossin AA.

ObYH HUMU snudemuonocuu u Mukpoduosoeuu umenu
Ilacmepa, Cankm-Ilemepbype, Poccus

Beenenne. [lepBuuHble UMMYHOIE(UIIUTHBIE COCTOSTHUS
(ITUJ1) - MHOTrOYMCIIEHHAsT TPYyIIa TSKEIbIX, TeHETUYSCKU
00YCJIOBJIEHHBIX 3a00JIeBaHUI, MPUUYMHON KOTOPBIX CTaHO-
BUTCSl HapylleHUe KackKaja MMMYHHOTO OTBeTa OpraHu3Ma.
Yacrora Bctpeuaemoctu 1 Ha 400-800 yesioBek (B eBpOIIeOMI-
Ho nonyJisiiin), To ectb B PO [N ]I 6016HBI G0JTee MoTyTo-

pa ThICSY YeToBeK. Tak Kak 3a001eBaHUSI UMEIOT pa3IMuHbIC
KJIMHUYECKUE TPOSIBICHUSI, HU3Kasl WMHGOPMUPOBAHHOCTb
MEIUIIMHCKUX paOOTHUKOB TIPUBOMAT K OOTBIIOMY KOJIMIe-
CTBY JIOKHbBIX JUArHO30B U He BbIsIBIeHHBbIX ciydaeB [THU/I.

eab. ArnpoGauusi MOJEKYJIIPHO-TEHETUYECKOTO METO-
Jla TMaTHOCTUKU HEKOTOPHIX HamboJiee pacipoCTpaHEHHBIX
TINA.

Marepuansl 1 MeToabl. MaTepraaoM CIyXuia LeTbHast
KPOBb 3IIOPOBBIX JIIOJEH, a TaKKe 00pa3libl KPOBU MPEAIo-
JloxuTesibHO OosbHbIx [IW]Jl, mpenBapuTebHbI IHArHO3
KOTOpBIM OBLT MOCTaBJeH Ha OCHOBAaHUM psda CUMIITOMOB
M Pe3YJITaTOB ITPOTOYHOI [TUTOMETPUH.

Tenomuyto IHK Beimensiu peHOI-XI0pOGOPMHOIM 3KC-
Tpakuuel ¢ MoguduKauusiMu, MPOBOIUIN CEPUIO aMIUTU(DU-
Kalluii TI0 K30HaM MCCJIEAYEMbIX TEHOB CO CITeIU(PUIHBIMU
npaiimepamu, JeTeKTUPOBAIN B aKPWJIAMUIHOM Tejie U 3JTH0-
WPpOBAIM MHTepecylolre GparMeHThl ¢ TMOCHenylomei mo-
CTaHOBKOW CEKBEHUPYIOLIEN peakLiuy U aHaau3a Ha CUCTEME
GenomelLab GeXP.

Pesynbrarel. [TomuMo yxke paHee MACHTUPULIMPYEMOU
Hamu 6os1e3Hu bpyToHa, B 1ab0paTOpHYIO MPaKTUKY BBEeIeHA
uneHtudukanus cienyommx [MAI.

Cunapom Buckorra-Onnpuua, sIBASIOIIMIACS CIIEICTBU-
eMm MyTtaiuii B reHe WAS (12 3K30HOB), KOAUpPYOLIEM OeJIoK
WASD, nedexktHast ¢popMa MM OTCYTCTBHME KOTOPOTO BEIET
K Pa3BUTHIO HapylIeHW MMMYHUTETa M TeMocTa3a. Xpo-
HUYECKOW TpaHyjeMaTo3HOW 00Je3Hb, IPUUYUHON KOTOPOI
B OOJILIIIMHCTBE CllyyaeB cTaHOBATCS MyTauuu B reHe CYBB
(13 3K30HOB), KOAMpYMOIIEM 3-CyObeIUHUIY ILIMUTOXpOMA
B558, yuacTByoliero B BbIPaOOTKE CYIEPOKCHIHBIX paavi-
KaJIoB B (parommrax, HeIOCTATOYHOCTh KOTOPBIX MPUBOIUT
K yTpoXalolleMy XXU3HU OCIa0JeHUI0 UIMMYHMTETa K OaKTe-
pUabHBIM U TPUOKOBBIM MHMeKIuaM. CuHapoM OMeHHa,
pa3BUBaOIINIiCS BCIECACTBUE HapylleHUil B reHax RAG1 u/
i RAG?2 (13 1 7 5K30HOB COOTBETCTBEHHO), MPOIYKThI KO-
TOPBIX UTPAIOT KJIIOYEBYIO poJib B npoueccax V(D)J—pekom-
OMHaLMK, OOEeCleuYnBalIIUX pa3HooOpa3ue BapuadesbHbIX
JIOMEHOB UMMYHOTJIOOYTMHOB ¥ T—KJIETOYHBIX PEIIETITOPOB.

Mertonpl ObUIH YCTIEIITHO TTPUMEHEHBI B paboTe ¢ KJIMHM-
YECKUMM CITyJasiMU.

1. IMammentsr 2008 T.p., GIM3HEIBI, TPEATIONOXUTEIEHO
6one3Hb bpyToHa. [IpoBeneH reHeTMYeCKMil aHAIU3 00pasia
kpoBu metonamu [TLP 1 SSCP ¢ nocnenyonmm ceKBEeHUPO-
BaHUeM ¢parMeHTOB. BrisiBieHa ToueuyHast MyTauus B 17 3K-
30He B noJjioxkeHuu 1877 C->T, npeacrapisitoiiasi co00i MUC-
ceHc-MyTanuio ¢ 3ameHol KogoHa CGG->TGG (Arg->Trp).

2. INaument 2004 rp., npoBeldeHa TpaHCIJIAHTALIMS
KpPacHOTO KOCTHOTO MO3Ta, HaOMIoJaeTCcsl CHIDKEHUE (DYyHK-
uu 6esnka WASp. [IpoBeneH reHeTUUECKUIT aHAIU3 oOpasiia
kpoBu metonamu ITHP 1 SSCP ¢ nocnenyoinmm ceKBEeHUPO-
BaHUeM (pparMeHTOB. BbIsiBIeHa ToueuHass MyTalus B 4 3K-
30He B nojioxeHuu 397 G->A, npencrasisitoniasi coo0it MUcC-
ceHc-MyTanuio ¢ 3aMeHoi komoHa GAC->AAC (ASP>ASN).
ITokazaHo HajM4Me OMHOBPEMEHHO Kak coocTtBeHHOM [JTHK
nanyenTa, Tak 1 JJHK monopa. O6cyxnaroTcss mpoGieMbl
TpaHCIIaHTaLIu K.

3akmouenue. CexBenuposanue JJHK y KoHkpeTHOTO MH-
IUBUAYyMa OCTaeTCsl ¢AMHCTBEHHBIM METOIOM, ITO3BOJISIIO-
M OJHO3HAYHO OTBETUTH Ha BOIIPOC, KaKasi BapHaIus mo-
CJIeIOBAaTEIbHOCTY T€HAa MOXKET IMPUBECTH WIM He TTPUBECTU
K Pa3BUTHIO TEHETUYECKOTO 3a00JIeBaHUSI.
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NEPCMNEKTUBbI UCCNEAOBAHUSA KATEJTMUNAUHA
Y INMYBOKOHEAOHOLUEHHBIX HOBOPOXAEHHbIX

MInnosa H.A., Poguaa M.A., Yama T.B., ITonosa ILT.

®DI'BY «Hsanosckuiit HUHU mamepuncmea u dememesa
um. B.H. Iopookosa» Munzdpasa Poccuu, Hearnoso, Poccus

AxktyanbHocTh. Katenuuunuu LL 37 (KL LL 37)saBnsercs
BaXXHBIM KOMITOHEHTOM BPOXIEHHOTO MMMyHHTeTa. B Ha-
cTosiliee BpeMsl KaTeIWIUAUNH aKTUBHO M3ydaeTcs KakK Io-
TEHLMATBbHBIII UMMYHOTEPANEBTUIECKU ¥ aHTUMUKPOOHBI
npenapar, Tak Kak OH 00JiaaeT MMMYHOMOIYJIVPYIOIIMMU
U IPOTUBOBOCTAJIUTEbHBIMU CBOMCTBAMMU.

Iesn uccienoBanms: OTIpeIeTUTh CONePXKAHNE KaTeTUITN -
muHa LL 37 B dhapuHreasbHOM acniipare y TTyO0OKOHEIOHO-
IIEHHBIX HOBOPOXIEHHBIX TPU PA3TNYHBIX MCXONAX BPOX-
JIEHHOI THEBMOHUU.

O6bem U MeTOIBI MccledoBaHusA. B uccienoBaHue Obul
BKJTIOUEH 61 pebGeHOK ¢ BpOoXXIeHHOU ITHeBMOHMe. [ecTamm-
OHHBIN BO3pacT neTeii coctaBmi 23-31 Hemenst. Macca mipu
poxnennu 500-1499 rpamm. Beigenensr 3 rpymnmsl HabIIO-
nenusi: 1 rpynna — 37 (60,6%) naluuveHTOB BbI3AOPOBEBILNX
OT ITHeBMOHUU, 2 rpyrmna — 12 (19,7%) yMmepIimx MIIaieHIIeB,
3 rpymmma — 12 (19,7%) nmeteit, y KOTOPBIX cpopMHUpOBajiach
OponxosieroyHas aucrasust (bJI).

Wccnenosanue apunreanbHoro acnupata (PA), 3a6op
KOTOpPOTro npoBoauiics B 1-2 neHb xxu3Hu pedeHka. Copep-
xxanue KII LL37 (Hr/mi) ompenensii METOAOM HWMMYHO-
depMeHTHOro aHaiu3a peaktuBamu (Gupmbel Hycult biotech
(Hunepnanner) Ha aBromatudeckoMm aHanmzatope ELx808,
¢upma «BIO-TEK INSTRUMENTS» (CILA). Cratucru-
YeCKUil aHaIN3 MOJYYEHHBIX JaHHBIX MPOBOAWICS C YYETOM
HEHOPMAaJIBHOTO paclpeeeHusI MpU3HaKa ¢ OnpeaeIeHueM
menuanbl (Me) U MHTepKBapTUIbHBIX pazMepoB — UQ-LQ
(25%-75% npouieHTWIN). YpOBEeHb 3HAYMMOCTH Pa3TUUUIA
MEXIy WCCIeAyeMbIMM TIOKa3areassMu (p) OMpemessics
1O CYILECTBYIOIIMM HemapameTpuieckumM Kpurepusim: Koim-
moropoBa-CMmupHoBa, Banbaa-BonbdoBuiia, MaHHa-Yur-
HU.

Pesynbrarel ucciaenoBanusa. Hamu BrnepBble ObLIO ycTa-
HoByieHOo, uTo comepxanue KII LL 37 B cdapuHTreassHOM
acrimpaTe y TJIyOOKOHEIOHOIIEHHBIX HOBOPOXIEHHBIX
C BPOXJIEHHO ITHEBMOHUEM COIPSIXKEHO ¢ UCX0JaMu 3a00ie-
BaHUSIMU. YPOBEHb JAHHOTO MENTUIA B TPYIIIE YMEPILINX Je-
Teit ObLJT 3HAUMMO HUXKE 110 CPABHEHMIO C BBLKUBIIUMU (12,8;
7,9, u 26,6 Hr/Ma B 1, 2 1 3 TpymnIax cOOTBETCTBEHHO; pl-2
< 0,05, p1-3 > 0,05, p2-3 < 0,05), yTo, MO HaIIEMy MHEHUIO,
MOXET SIBJISITCSI PE3YJIBTATOM HEMOCTATOYHOCTU (HaKTOPOB
BPOXIEHHOTO UMMYHMTETA Y YMEPIIMX OT MTHEBMOHUU MJa-
JIEHIICB.

ITytem npoBenenust uuauBuayaipHoro 1 ROC-ananusa
Mbl YCTAHOBMJIM, YTO HU3KUI ypoBeHb KII LL 37 B papun-
reaJIbHOM acIupare y ryOOKOHETOHOIIIEHHBIX IETei ¢ BPOXK-
JIEHHOI TTHEBMOHHMEN SBISICTCS MPOTHOCTUYECKUM TTPU3HA-
KOM HeOJIaronpusITHOrO UCX0a TAHHOTO 3a001eBaHMS.

Ha ocHoBaHMM naHHBIX, TIOJIYYEHHBIX TP TMpPOBEIC-
Hun ROC-aHanm3a, Mbl pacCUMTAIA OTHOCUTEJIBHBIN PUCK
(Relative Risk) neTanbHOro ucxoaa BpOXIAESHHOM MTHEBMOHUU
y IJIyOOKOHEIOHOIIIEHHBIX HOBOPOXKICHHBIX ¢ 00Jiee HU3KUM
conmepxanueM (MeHee 10,2 ur/mn) KL LL 37 B dhapuHTeans-
HOM acrupare Mo CpaBHEHUIO C J€ThbMU, UMEIOIIMMU Oosiee
BBICOKMIA ero ypoBeHb (6osee 10,2 Hr/mi). JlaHHBINM TTOKa-
3aresib coctaBui 13,5 (1,9 — 96,5), 4TO COOTBETCTBYET p =
0,0002. CnenoBaTebHO, BEpOSITHOCTh CMEPTH OT BPOXKIEH-
HOI1 THEBMOHUM TJTyOOKOHEIOHOIIIEHHBIX JAeTel ¢ 6oiee HU3-
koit konueHtpaumeit KII LL 37 B apuHTeamsbHOM acrimpare
BhILIE B 13,5 pas.

B HacTosiiiee Bpemsi OCYIIECTBSIETCS MCKYCCTBEHHBIM
CHHTE3 aHTUMMKPOOHBIX TENTHIOB, B TOM YHCJIE KaTeIH-
muauHa. PaccMarpuBaeTcss BO3MOXKHOCTD IMEPCTIEKTUBBI MX
HCIOJIb30BaHMS B KaU€CTBE HOBOTO KJlacca aHTUMUKPOOHBIX
npemaparoB (Steinstraesser L. et al.). OmnpeneneHue comep-
xaHus karenuuuauHa LL 37 B ¢apuHreaabHoM acrnupare
y TJIyOOKOHEIOHOIIIEHHBIX HOBOPOXIEHHBIX C BPOXKIEHHOM
ITHEBMOHMEN MMeeT MepPCIeKTHUBBI, TIOTOMY YTO HU3KOE CO-
JIepXKaHUe KaTeJUIMANHA B 3TOM Cilydyae MOXET ObITh 000-
CHOBaHMEM LTSI HAa3HAUEHUSI CHHTETUYECKUX TIENTUAOB.
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