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COBPEMEHHBIE B3IJVis1Ibl HA ITIPUYUHbBI ®OPMHUPOBAHUSA INEPBUYHbIX
UMMYHOJAE®PUIIUTOB

Mouaiaesa H.O.
Asepbatiocanckuii Meouyunckui Ynusepcumem

B cratbe paccMaTpuBalOTCH OCHOBHbIE IPUYUHBI (OPMHUPOBAHNS NMEPBUYHBIX MMMYHO-
aepunuroB. K npuynHamM, HapymamommuM HOPMAJIbHBIH OHTOreHe3 MMMYHHOH CHCTEMBbl,
MOrYT ObITh OTHECEHbl KaK TeHeTHYeCKHe (PAKTOpbl, TAK M HeOJArONnpUATHOE BO3JelicTBHE
HA IO, OCOOEHHO B MEPBOM TPUMeECTPe PAa3BUTHS IJIOAA, KOIAAa MIET 3aKJIAKa OPraHoB U
cucrem. Ileppuunblie ”MMYHOe(UIMTHbIE COCTOSIHUSI BOSHMKAIOT B pe3y/ibTaTe HAPYLIEeHHUs
NPAKTH4YEeCKHU J1000# cTagnu 1uddepeHIUPOBKH KJIETOK MMMYHHOI cucTembl. Kiimunueckue
BAPUAHTHI MNEPBHYHBLIX HMMYHOAe(QUIUTOB TMPEICTABJEHbI 10 JAHHBIM COBPEMEHHOIl
JIUTEPATYPhI U CBA3AHbI C HAPYIIEHUSIMHU KAK B KJIE€TOYHOM, TAK M B T'YMOPAJIbHOM 3BE€HbAX
UMMYHHTeTa. PaHHSII JMArHOCTHKA HMMMYHOAe(PUUMTHBIX COCTOSSHMII M JAMHAMHYeECKOe
Ha0JII01eHHe 32 3TUMH 00JIbHBIMH MO3BOJHMT CHU3UTD IETCKYI0 CMEPTHOCTb.

Knrouesvle cnosa: nogoposicoennvle, umMMyHOOeuyum, CMepmHOCmb.

Jlerckasi CMEpPTHOCTh 10 CUX HOp $B- HEHHOE IPOsIBJIEHUE UMMYHOJ1€(DULIUTOB,
nsiercs Haubosee YsA3BUMBIM 3BEHOM IIpak- KoTopoe Oosnee yeM y 70% OOJIBHBIX BO-
TUYECKOM MEIUIMHBI U, HECMOTps Ha BHEJ- BpEMsI HE JUarHOCTUPYETCH.
pEHHE HOBBIX COBPEMEHHBIX ATHOTPOIHBIX Bo Bpems OepeMeHHOCTH IUIOJ pa3BU-
U NATOTEHETHUYECKUX METOJOB JIEUEHHUs, BCE BaeTCsl MPAKTUYECKH B CTEPUIIbHBIX YCIIO-
€€ HaxOOUTCI Ha BBICOKOM  YPOBHE. Busx. [locie poxneHns NaToreHHblE MUKPO-
AKTyanbHOCTh IIPOOJIEMBI IEPBUYHBIX UMMY- OpraHMU3MBbl, C KOTOPBIMU PEOEHOK J0 CUX MOP
HojepuumTHeIX coctosHui (MJC) B mo- HE BCTpPEYaJICs, BBI3BIBAIOT Pa3BUTHE COOT-
MYJISALMUU JI€Ted MEepPBOrO Toja >KU3HHU 4pe3- BETCTBYIOIIEH HH(pEKIMOHHOM Oone3nn. Kax-
BbluaifHo Benuka. HeoOXoaumocTh perieHus JbIi HOBBII KOHTAaKT C IaTOT€HOM IPUBOJIUT
3TOW MpoOJeMBbl onpeaesnseTcs 1eabM Habo- K PAaCHIMPEHHUI0 UMMYHOJIOTUYECKON HaMsTH
pOM IPHUYUH, CPENHM KOTOPBIX BBIIEIAETCS pebeHka u (GopMUPYET NPOJOHKUTEIbHBINA
BBICOKHI YPOBEHb JIETAJIbHOCTH JIeTeil mep- nuMMyHuTeT. [lepBuuHble MMMYHOJE(ULINT-
BOro roja >xusHu ¢ TsokensiMu MJIC, tak kak HBIE COCTOSIHMSI BO3HHMKAIOT B pE3yJbTaTe
Ha (hOHE UMMYHHOM MAaTOJIOTUU YCYTyOIsieTcs HapylLIeHUs] MpaKkTU4YEeCKH 00N cTaauu
TEUYEeHHUE MPAKTHUYECKH JH000ro 3a0o0JeBaHMUs. T pepeHIIMPOBKH KJIETOK MMMYHHOW CHC-
He Bcernma yma€rcs onpenenuTs INpUYUHY TeMbl [2].
rubenu pe6€Hka, 0COOEHHO B MIIAJIEHYECKOM VY OoNbHBIX, CTpaJarolIUX MMMYHOJIOTH-
BO3pacTe U B CIy4asiX BHE3allHOW CMEpTH, a YeCKOM  HEeJAOCTAaTOYHOCThIO,  OTMEYaeTcs
TaK)K€ MEXaHU3M paHHEW XpOHM3ALUM MaTo- BBICOKAas dYacToTa o00pa3oBaHUs 3JI0Kaydec-
JIOrMYecKkoro mpouecca. Hepenko naxe mac- TBEHHBIX OMYyXOJIEW M ayTOMMMYHHBIX 3a00-
CHBHas aHTHOAKTepUalIbHAs TEparus MOXKET neBaHuil. Bo3moxxHo, Takoil penHomeHn oOyc-
ObITh Hed((EeKTHUBHOW M HE Mperynpex- JIOBJIEH HApyIIEHHWEM PEryJSlUU aKTUBHOCTHU
JaeT pPeUUAMBUPOBAaHUS OaKTepUalTbHBIX U T-KJIETOK WM HECIOCOOHOCTBIO OpraHu3Ma
BUpPYCHBIX uHGekuuid y aereit [1]. OnHoit CIPAaBUTHCS C OCHOBHBIMU BHPYCHBIMHU 3a00-
U3 BO3MOXHBIX TpPHYUH HEIHHEKTUBHOCTU JIEBAaHUSMH.

TepanMl W BBICOKOM CMEpPTHOCTH JE€TEH B [Io MHeHHIO psia aBTOpPOB, BPOKICHHBIE
paHHEM BO3pacTe MOXKET OBbITh MEePBUYHBINA MU, 6ynyun MyabTH(QAKTOpHAILHON marto-
(Bpoxxnennsiit) ummynoaeduuur (I11/]), xo- JIOTHEH, MOTYT ObITh KaK T€HETUYECKH JeTep-
TOpPBIII HE CTOJIb PEIKOE COCTOSHHE, KaK MUHHUPOBAaHHBIMHM, TaK W BHYTPUYTPOOHO
NPUHATO CcuuTaTh. becrpuunMHHBIE peuuu- puoOpeTeHHbIMU. ['eHeTHYecKku CBsS3aHHbBIE
BUpYIOIIME MH(MEKINU - caMoe pachpocTpa- [IN]] pa3BuBarOTCA B pE3YJIbTAaTE IMOBPEXK-
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JIEHUs] TEHETUUECKOT O anmapara poguTesel u
HACJICAYIOTCs, Kak IPaBUJIO, IO PELECCUB-
HOMY THITY. BHyTpHyTp0oOHO TproOpeTeHHbIe
N/C taxxe SBASIOTCS BPOXKIACHHBIMH COCTO-
SHUSIMM, BO3HUKAIOT B pe3yjbTaTe JIEHUCTBUS
MYTareHoB Ha IUIOJ B NEpUOJl OEpeMEHHOCTH
WIM CBSI3aHBl C HAJIM4YUMEM [ATOJOTUU Y
MaTepu U OCOOEHHOCTSAMHU BHYTPUYTPOOHOIO
pasButus miona. Ho, nmo cBoeMy resesy, oHu
ABJIAIOTCA BropuyHbIMU. [IInpokoe pacrpoct-
paHeHue pas3iauyHbIX (HOpPM MMMYHOJIOTHYEC-
KO  HeIOCTaTOYHOCTH,  HE0OXOAUMOCTh
BBISIBJIEHMSI U M3Y4YEHMs] 3aKOHOMEPHOCTEU
pacnpoctpanenus [IW]l ompenenuno HeEoO-
XOJUMOCTh W3Y4YEHHs AHHOW IaTOJIOTHU Ha
MONYJIALIMOHHOM ypOBHE [3].

HopmansHoe hyHKIIMOHUPOBaHHE UMMYH-
HOM CHCTEMBI CBSI3aHO C HECKOJIBKMMHU
MexaHu3Mamu: B- KieTo4HbI HIMMYHHUTET, T-
KJICTOYHbIH ~ MMMyHUTET, (arouuro3 U
cucreMa KoMiuieMeHTa. OHU ~ COBMECTHO
y4acTBYIOT B 3allluTe peOEHKa OT BUPYCOB,
Oaktepwii, TpubOOB M TMPOCTEHIINX, CHOCO0-
HBIX BBI3bIBaTh WH(EKIMOHHbIE Oosie3HU. B
OCHOBE  HACJIEACTBEHHO  OO0YCJIOBJIEHHOIO
UMMYHOJIC(UIIUTHOTO  COCTOSIHUS Jexar
TCHETHUYECKH JETEPMUHUPOBAHHBIC E(PEKTHI
KJIETOK UMMYHHOU cuctembl. Bapuants! 11]]
MOJPA3JENAIOTCS Ha  CHEUU(PHUUECKYI0 H
Hecneun(pu4yeckyro UMMYHHYIO HEIO0CTaTou-
HOCTh. ['eHeTHYEeCKH OOyclOBIEHHBIE AedeK-
Thl, KaK IPaBWJIO, OJHOTO M3 KOMIIOHEHTOB
MMMYHHOM CHUCTEMBI IPUBOJAST K HAPYIICHUIO
CHUCTEMBI 3alUThl OpPraHU3Ma U KIMHUYECKU
BBISIBIIAIOTCS Kak onHa u3 ¢dopm [N, B
HacTosilee BpeMs ycTaHOBIeHO Oonee 70
UIACHTU(PUIMPOBAHHBIX 1€(DEKTOB MMMYHHOM
CUCTEMBI. ' eHeTHYeCKN NETEPMUHUPOBAHHBIN
UMMYHOJE(PUIUT MOXKET BbI3BATh HE TOJIBKO
Ype3MEPHYI0 UyBCTBUTEIBHOCTh K MH(EKIINH,
HO TakXe W ayTOMMMYHHBIE IPOLECCHl, U
MOBBIIIEHHBIA puUcK paka [4]. Cpenn reHe-
truueckn oOycnoBieHHbIX [IN]] B memuat-
pHUECKOM IMpaKkTHKe Hambojee 4acTo BCTpe-
qaroTcs caeaytouie Gopmbl: X-crenjieHHas
arammarinooynmunemust  (bonesns bpyrona),
cesleKTUBHBIN Jeduuut IgA, TsOKenslid KoM-
OMHUPOBaHHBI  MMMyHOAEDUIUT-X-CIIeT-
nenbrit-nepexr  gC, AR-medexr JAKS
(«mBeiapckuii Tumy»), cuaapom DiGeorge,
cunapom Buckorra-Onapuua u np. Ilpu
MHQPEKIMOHHO 00ycioBieHHOM nedekte T-
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KJICTOYHOM (YHKIIMM BO3HUKAeT Ipenapac-
MOJIO)KEHHOCTh K OMIOPTYHHUCTUYECKUM HH-
dexmmsiv [5]. Tsxkenbiii KOMOWHUPOBAHHBIHA
UMMYHOACPUIIUT, 3TO CHHIPOM C pa3Iny-
HBIMH TEHETUYECCKHUMH TMPUYMHAMH, TPHU
KOTOPOM HMEIOT MECTO TNTyOOKHe NeULIUTHI
T- u B-knetok, u (yHKIMOHANBHAS HEIOC-
TaTOYHOCTh T-KJEeTOK. Y Takux OOJbHBIX B
NIepBbIE MECALIbI )KU3HU TOSBISIETCS JUapest U
HECrocOOHOCTh K Habopy Beca. llepcuctu-
pytoue uHbexknuu, Bb3BaHHbIe Candida
albicans, BapuIeIUION, aJICHOBUpYCaMH, pec-
MUPATOPHO-CHHLIUTHAIBHBIM BUPYCOM, BHPY-
COM MapauH(IIIOCHIBI TUIl 3, HUTOMErayo-
BUpycoM, BupycoMm Epstein-Barr (EBV) u
oarmmutoit Calmette-Guerin okaspiBaroTcs (a-
TaJIbHBIMH [6].

Hapymenuss B paboTre MMMYHHOH cuc-
TEMBl MOTYT OBITh CBSI3aHBI M C KOMIUIEKC-
HBIMU  HApYyIIEHUSMHU, 3aTParuBarOIIMMHU
MHOTHE 3BEHbS HWMMYHUTETa. BpoxkIeHHbIE
UMMYHOAC(QUIMTHBI, KaK MpPaBHIIO, BO3HU-
KalOT TPU MOPOKaX Pa3BUTHSA KaK OTIEIbHBIX
OpraHOB HMMMYHHOH CHCTEMBI, HampuMmep
alla3uyd  THUMYca, HEIOpa3BUTHS JUMQaTu-
YEeCKUX TMPOTOKOB, a TaKkKe B CB3U C
(GYHKIMOHATBHON BPOXKIEHHON HETOJHOIIECH-
HOCTBIO TKaHEW U KJIETOK MMMYHHOH cuc-
TeMbl. Tak, HapylIeHHs TPOLECCOB IUP-
(depeHIMaMM  TOJUIMOTEHTHOW  CTBOJIOBOM
KJIETKH B KPacHOM KOCTHOM MO3T€, OTCYT-
CTBHE ONPEIENCHHBIX AKTHBHBIX MOJIEKYI,
CIOCOOCTBYIIMX HOPMAJIbHOMY KpPOBETBOpE-
HUIO, CHH)XXEHHE YPOBHS THUMHYECKHUX TOp-
MOHOB ¥ MHOTHE JApYyrde NPUYNHBI MOTYT
BBI3BaThb  BPOXJEHHYIO  HEIOCTaTOYHOCTb
MMMYHOKOMITETEHTHBIX KJIETOK 1 UMMYHHOTO
OTBETa B LEJIOM [7].

B nocnennue roasl Bce OOMBIIHI HHTEpPEC
npuoOpeTaeT BBISICHEHHWE 3HAUEHHUsS BPOXK-
JICHHOW MH(MEKIIMU B CTPYKTypE TEePHHATAIIb-
HBIX TOBPEXJICHUNA MMMYHHOU cuctembl. K
MpUYMHAM,  HApyMIAIOMIAM  HOPMAJbHBINA
OHTOT€HE3 UMMYHHOH CHCTEMBI, MOT'YT OBITH
OTHECEHBI HeOIaronpusITHOE BO3JEHCTBHE Ha
U101, OCOOEHHO B TEPBOM TPUMECTpE pa3-
BUTHS TUT0JIA, KOT/IA MJIET 3aKJIaJKa OPTaHOB U
cucreM. Ilpu mHOUIMpPOBaHUM IJIOAAa He3a-
JIONITO 10 pOAOB MHGEKINs MaHU(PECTUPYET B
NepBble  HENENM IOCe POXKACHUS, 4valle
HAONIOMAaeTCsl CHHAPOM  Je3aJanTalid B
paHHEM HeoHaTaJbHOM mepuoje. OCHOBHBIMU



Azarbaycan Perinatologiya va Pediatriya Jurnah (Elmi-praktik jurnal)

MaTOreHEeTUYECKUMU MEXaHU3MaMH Hapylie-
HUS COCTOSIHHSI TUTOJIa TIOMHUMO WH(EKIINOH-
HOTO (pakTOpa SIBISIOTCA  METOOOTUYECKHE
W3MEHEHUSI B OPraHU3ME M HapyUICHUE HM-
MyHHOI cucteMbl. CpbIB  aJanTalMOHHO-
KOMIICHCATOPHBIX MEXaHU3MOB IUJIOJIA TIpH-
BOJMT K CHUKCHHIO €T0 3aIlUTHOW (DYHKIIUH,
4YTO B JayIbHEHIIeM (GopmMupyercs B mepBUY-
Hbll uMMyHOAeuuT [1]. Ilpu onpenenennn
YPOBHS TMOPaXEHUSI UMMYHUTETA U CTEICHU
TSDKECTU TATOJIOTMYECKOro Ipoliecca Colep-
YKaHWE MONYJIAIHUA JIMMQPOIUTOB B nepudepu-
YECKOM KPOBHU SIBIISIETCA BaKHBIM IOKa3aTe-
JeM. YTHETeHHEe UMMYHHOW CHCTEMBI MpO-
ABIsieTca o0mIel JIMMQONeHUeH, CHIKECHUEM
a0COJIIOTHOTO M OTHOCHTEIIBHOTO KOJIMYECTBA
T-KJIETOK IPU HEKOTOPOM TOBBIIIEHUU OTHO-
CUTEJIBHOTO CcoJIepKaHus “akTuBHbIX T —
muM@oruToB. Takke yCTaHOBIEHO JIOCTO-
BEpPHOE CHIIKEHHME cojiepkaHus T-Xenmnepos,
T - cymnpeccopoB mHpu BBICOKOM 3HAYEHUH
cootHomenus: T — cynpeccopoB k T — xenmne-
pam. B npyrmx wucciieoBaHHSX, HA00OPOT,
BBISIBJICHO IMOBBIIICHUE (DYHKIIMOHATBHOM aK-
TUBHOCTH T-mumdonutos [§].

[lo MHEHHIO OJHMX HCCIIEIOBaTENEH, Yr-
HETEHHE WMMYHHOM CHCTEMBI MPOSBIACTCA
TaK)Xe CHUXKeHUueM ypoBHs B-knetok. [Ipyrue
aBTOPHl HAOJIOATM TOBBIIIEHUE (PYHKIIUU
B-cuctemsl, compoBokaaromnieecs H30bITOU-
HOM BBIPAOOTKONM CBHIBOPOTOYHBIX HMMYHO-
rno0ynuHoB. HeCOMHEHHO, UTO B HIMMYHHOM
cTaTyce OOJIbHBIX HMMEET MECTO IUCIIIO0Y-
JIMHEMUSI: CHUXKeHue coaepkanus [gG, moBbl-
menue ypoHeil IgM u IgA. Hekoropsie uc-
CJIeIOBAaTEIN MUIIYT O MOBBILIEHUU YPOBHS
IgG u IgA unu 0 HU3KOM YpPOBHE BCEX HM-
MYHOTTIOOYJIMHOB Y MaTepeil U UuX JeTei.
OyHKIIMOHATBHAS HE3PEJIOCTh JICUKOIIUTOB,
HETOJHOLIEHHOCTh KJIETOYHOW KOOMEpPALNH B
(hopMUPOBaHMM WMMYHHOTO OTBETa IMpeso-
MPEACIIAIOT BBICOKYIO MPEIPacoOKEHHOCTh
HoBopoxaeHHOro K [IN]l. dyHKkunoHaibHOE
COCTOSIHE€ UMMYHHON CHCTEMbI HOBOPOK/I€H-
HBIX C aHTEHATAIbHBIM WHOUIIMPOBAHUEM
XapakTepu3yercs Takke BPOXKAEHHOW ¢aro-
HUTAPHOM M KOMIUIEMEHTAPHON HEI0CTaTO4-
HOCTBIO [9].

310pOBBIE HOBOPOXKIEHHBIE OHMOJOTHYEC-
KM OTJIMYAIOTCS OT B3POCIBIX OCOOBIM COC-
TOSIHUEM KJIETOYHBIX M TYMOPAJIbHBIX (PaKTO-
POB MMMYHOJIOTHYECKOTO pearupoBanus. M3-
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BECTHO, 4TO aHTUTena kiacca IgG crnocoOHbI
aKTUBHPOBATh KOMIUIEMEHT IO KJIACCHUYECKO-
My YT U IPOHUKATh Yepe3 IUIalEeHTapHbII
Oapbep Osaroapsi HEBBICOKOM MOJIEKYJISIPHOM
Macce W Hanuuuio peuentopoB k IgG Ha
tpodobaacte. Ig M, kak (uUIOTEeHETHYECKH
JPeBHUIl BapHaHT UMMYHOTJIOOYJIMHOB, CHH-
TE3UPYIOTCS Ha PAHHUX CTaAHUSIX MMMYHHOIO
oTBeTa, (PPEKTHUBHO AITIIOTUHUPYIOT AHTHU-
TEHbl, HO HE IIPOHUKAET 4epes3 ILIALCHTY BO
BHYTpuyTpoOHOM nepuoze. Konuenrpauus Ig
M B CHIBOpOTKE KpOBU OOBIYHO B 8 - 10 pa3
Huxke, yeM marepuHckux IgG. Ilnox nHaum-
HAaeT CHHTE3 COOCTBEHHBIX AHTUTEN HE3aBU-
CUMO OT ONPEACICHHON AaHTUI€HHOM CTH-
MyJSILUU U SIBJISIIOTCS.  [TOJIMPEAKTUBHBIMU
IgM. Ux npoayuupyrot riaBHbIM oOpazoMm B-
1 aumdonuTsl, cocTaBiIsSIONIME OCHOBHYIO
yacTh U3 B-KiIeTok 1107a 1 HOBOPOXKIEHHOTO
[10].

[Ipu uccnenoBannu conepkaHus UMMYHO-
r7100yJIMHOB B CHIBOPOTKE KPOBU HMH(UIUPO-
BaHHBIX HOBOPOXICHHBIX B  HEKOTOPBIX
Hay4yHBIX TPYyJax OIMCBIBAETCS JOCTOBEPHOE
nossiienne IgM u IgA, conepxanue IgG B
npenenax HOpMbl. B npyroM ucciienoBaHuu
BBISIBJICHO JOCTOBEPHOE YBEJIMYEHUE COJEp-
xanusa IgM, IgA, IgG. XapakrtepHo, 4TO
BHYTpUYTpOOHass MH(EKIINs BbI3bIBAJIa OBBI-
IIIEHHE Y HOBOPOXAECHHBIX ypoBHs IgG u IgA,
a ypoBeHb IgM mnpu 3TOM JOCTUran 3HaYEHUI
B3pOCJIOT0. 3HAYUTEIBHOE YBEINYEHHUE CO-
Jep’KaHUsI UMMYHOITIOOYJIMHOB Y HOBOPOXK-
JICHHOTO MOXeT OBITh MapKepoM XpOHH-
4yecKol MH(EKUUU B NpPEHATAJIbHBIA MEPHOL
[11]. IToBBIlLIEHHE KOHLIEHTPALMU B CHIBOPOT-
K€ MyMOBUHHOM WK nepudepudeckoi KpoBU
HOBOPOXKICHHOTO peOeHKa Crenu(uyecKux
antuten kmacca IgM Beime 20 mr/manm mos-
BOJISIET 3aM0J03pUTh (DaKT BHYTPUYTPOOHOTO
uHuimpoBanus. B apyroit  pabore, y
HOBOPOXJIEHHBIX OT MaTepell ¢ MH(EKIHOH-
HOW TaTOJIOTHEH BBISBIIEHBI TUO-G HMMYHO-
roOynTuHeMHUsl, YCUJICHHBI CHHTE3 co0c-
TBeHHBIX [gM u IgA xak BHYTpUyTpOOHO, TaK
U B MI€pPBbIE JIHU XKU3HU [12].

Bo3geiictTBue Ha UMMYHHYKO CHCTEMY
IUI0/1a TIPUBOAUT K OoJsiee BBIPAKECHHOM Jer-
peccur HMMMYHHUTETa, 4YeM BIIMSHHE Ha
HMMYHHUTET B II€PHOJ HOBOPOKIEHHOCTH.
[Ipu »TOM Hambosnee yA3BUMBIM SIBISETCS
KJIETOYHOE 3BEHO HMMMYHMTETa, YTO COIPO-
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BOXKJIAETCS  CHIDKEHHEM KakK aOCOJIOTHOTO,
TaKk ¥ OTHOCUTENIHOTO cojaepxxanus T — aum-
¢douuToB 3a cuer ¢pakuuu T—xenmnepos W,
COOTBETCTBEHHO, HAapyIIEHWEM COOTHOIIEe-
nus T—xemnepos/T-cynpeccopoB. Bpoxien-
Hasi Jenpeccusi T-XenrnepoB MOMKET SIBUTHCS
CJIEJICTBHEM MPSIMOTO BO3JCHCTBUS BHYTPUYT-
pPOOHBIX BHUPYCOB U JPYIMX MHKpPOOpra-
HU3MOB Ha KJICTKH WM CIYXHUTh (POHOM JIJIsI
dbopmupoBanus [11]]. MHorHe aBTOpHI OTME-
YalOT YMEPEHHOE BO3pacTaHUE KOJIMYECTBA
B- numdonuToB 1 noBeilieHHEe YPOBHS HATy-
paJIbHBIX KWJLIEPOB.

WHTepecHbIM TpeAcTaBlsSeTCS BOMPOC O
(YHKIIMOHMPOBAHUHU CHCTEMBI HHTEphepoHa
y IJ0oJa U HOBOPOXACHHOTO B YCIIOBHUSX
MHQPEKIMOHHON TaTOJIOTHH MaTepu. Y STHX
HOBOPOXKJCHHBIX HMEET MECTO  CHIKEHHUE
UHTEP(PEPOHITPOAYIIUPYIOMICH CIIOCOOHOCTH
neiikonuToB. OJHAKO yMEHBIIEHUE CUHTE3a
untepdepona, ocooernno y- UDH oOycmos-
JTUBAaeT CHUXXCHHE KWUIEPHOW aKTHUBHOCTHU
KJIIETOK HOBOpOXJeHHbIX [13,14]. VYV »atoit
rpynnbl OOJBHBIX YPOBEHb CHIBOPOTOYHOTO
uHTephepoHa cHmxKaercs B 3 - 4 pasza 1o
CpPaBHEHHUIO C KOHTpojeMm. Takoe MHOrompo-
¢mipHOE OOCIEmOBaHME JeTeld C IM0J03-
penriem Ha [I1]] 10J5KHO HOCUTH CUCTEMHBIHN
XapakTep. YUuThIBas BBICOKYIO CTOMMOCTH
OTJENbHBIX HCCIEA0BaHUHN, HEOOXOAUMO MPH-
JIEpKUBATHCS CIEAYIOLIeH TaKTUKU Jiabopa-
TOPHOM JMArHOCTHKH: OT JELIEBBbIX, WH(DOP-
MAaTHUBHBIX U MPOCTHIX METOJIOB K JOPOTHM H
CJIOHBIM, C YYETOM YacCTOTbI BCTPEUYAEMOCTH
OTNIETBHBIX (OPM TMEPBUYHBIX WMMYHOJIE-
¢unuToB. Ilpu mepBUYHON AMATHOCTUKE HM-

MYHO/IE(DUITUTOB PEKOMEHIYETCSl TPUICPIKU-
BaThCA CIEIYIOMIEH CXeMbl O0CIIEeOBaHMUS:

1. Jleiikogopmyrna: KOIUIECTBO JICHKOLHN-
TOB, aOCOJIIOTHOE YHCJIO HEUTPO(UIIOB,
TUMQOIMTOB, TPOMOOIIUTOB.

2. Ilokazarenu rymopajibHOTO HMMYHH-
TETa: YpPOBEHb Y- TJIOOYIMHOB (IIPOTEHHO-
rpaMMa ChIBOPOTKH KPOBH), CHIBOPOTOUHBIE
ummyHornooynuusr: 1gG, IgM, IgA, ypoBenb
UK, ypoBenb C3 u C4 KOMIIOHEHTOB KOM-
IjIeMeHTa, yposeHs y-MOH.

3. TloxazaTenu KJIETOUHOTO UMMYHUTETA:
abCOMIOTHOE W OTHOCHTENbHOE uucio T-
mumporuroB (CD3+), B-mumdoruros ( CD
19+), T-xemnepor (CD4+), T-cympec-copoB
(CD8+), PU ( CD4+/ CD8+)(14).

Kak BHIHO W3 BBIICHU3IIOKEHHOTO, COB-
pEeMEHHas MEIUIIMHA IPEIOCTaBIsET BO3MOXK-
HOCTH JUIsI paHHEH IMarHOCTUKUA M Lee-
HaNpaBJIEHHOW Tepanuu OOJNBHBIX C BPOXK-
JNCHHBIMU JeeKTaMd WUMMYHHOH CHCTEMBEI.
CkopocTh BHEApPEHUS HOBBIX TEXHOJIOTUH HE
MO3BOJISIET CUMTATh OC3HACKHBIMU JaXe
00JILHBIX ¢ HauOoJee TKEIBIMU BapUaHTaAMH
UMMYHOJC(HUIIUTHOTO COCTOSTHHS. MoJekyi-
sSpHasi JUArHOCTHKAa U TEHETUYECKOE KOH-
CYJIBTHPOBAaHUE CTAJIM JJOCTYITHBIMU B MUDE, a
BKJIFOUEHUE LIEHTPOB B MEXIYHAPOAHYIO CETh
pacumpsieT BO3MOXKHOCTH Ka)XJIOTO W3 HHUX.
Hcnonb30BaHrne TEPBUYHBIX J1aOOPATOPHBIX
METOIOB, JIOCTYITHBIX Ha YPOBHE TOPOACKHX
OOJIBHUIL C TOCIETYIOIUM YTOUHEHHEM Juar-
HO3a B CIIELUAIN3UPOBAHHOM IIeHTpe olecre-
YMBaeT MpOBEJIECHHE pallMOHATBLHONW KOHCep-
BaTUBHOW Tepamnuu.
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BIRINCILI IMMUN CATISMAZLIQ SINDROMUNUN YARANMASINA
MUASIR BAXISLAR

Mollayeva N.O.
Azarbaycan Tibb Universiteti

Acgar sozlar: yenidogulanlar, immunodefisit vaziyyat, oliim gostaricisi

Maqalado pediatric praktikada birincili immun catismazliq sindromunun (BICS) osas yaranma
soboblori arasdirilir. Bu sindromun Immun sistemino ontogenezdo xosagolmoz tosir gdstoron
amillar, o climlodon hamilaliyin ilk 3 ay orzinds infeksiyalarin rolu vurgulanir . Birincili immun
catismazligm kliniki variantlar1 miiasir elmi odobiyyata osaslanaraq gostorilir. Immun sistemindo
humoral va hiiceyro mexanizmlorindo bas veran patoloji dayisiklor tohlil olunur. BICS yaranma-
sinda genetic faktorlarin rolu tosdiqlonir vo yenidogulmuslarda BICS diagnozunun erkon dévrdo
qgoyulmasinin va bu qrup xostalora dinamik miisahidonin vacibliyi erkon usaq 6liimiiniin azalmasina
gatirib cixara bilor.

SUMMARY

THE MODERN VIEW ON REASONS OF PRIMARY IMMUNODEFICIENCY
FORMATION

Mollaeva N.O.
Azerbaijan Medical University

Key words: newborns, immunodeficiency, mortality

The deal of the article is to study the main reasons of formation of primary immunodeficiency
observed in pediatric practice. The disorders of ontogenesis of the immune system mainly depend
on negative influences in the fetus, especially infection agents in the first 3 month of growth — the
period of differentiation of organs and systems in embryo. The article is based on the analysis of the
modern literature data about this problem. Clinical classification of variants of primary
immunodeficiency is presented in this observation. Thus, the features of pregnancy have great
influence on the formation and function of the immune system of newborns. Scientific
investigations detecting the molecular defects in primary immunodeficiency give opportunity for
genetic consulting and prenatal diagnostics of primary immunodeficiency.
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