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Clinical case of selective deficiency Ig A

Pestome

(060cHoBaHMe B nocnefHue rofbl CTan0 04eBUAHbIM, YTO NMEPBUYHbIE UMMYHOLEMULUMTHI BCTPEYAIOTCA LOCTATOYHO YaCTO B
NpakTMKe neauarpos. Yactota BCTPEYAEMOCTY NEPBUYHLIX UMMYHOaeUUMTOB B Mupe cocTasnseT B cpeaHem 1:10 000 u
CPaBHIUMA C YacTOTOIN MyKOBMCLMA03A. [INA NeaMaTpOB BAXHO YETKO NPEACTABASTh, 4TO AUArHO3 NepBUYHOr0 UMMYHOaE(M-
LMTa NOAPA3yMEBAET TUMYHbBIE KNMHUYECKINE CUMNTOMbI 1 COOTBETCTBYHOLME UMMYHONOTUYECKIE HAPYLLEHUA, OTBEYAOLLME
KPUTEPUAM AMArHOCTUKIN KaXI0r0 KOHKPETHOrO 3a00NeBaHus.

Llenb nccneaoBaHna: KNMHUYECKOE ONMCaHNe PeBEHKA C CENEKTUBHbIM AeuUMTOM IgA.

MeTogpl: B npouecce ocMoTpa pebeHka UCnonb30Banuch METObl Nanbnauum, NepKyccu U ayckynbTawum.

Peaynbratbl; B cTaThe NPEACTABNEH OAWUH U3 BAPUAHTOB NEPBUYHOr0 UMMYHOAEMULUTA - CENeKTUBHBIA fecouumT IgA. Y pedeHka
6 NeT OnuncaHbl KNUHUYECKIE NPOSABNEHNS NEPBUYHOr0 UMMYHOAeULMTA; MHAEKLM JTIOP-0praHoB 1 NErkux ¢ HETAXeNbIM
TeYeHueM. 3ab0nesaxine PeAKO NEePexoauT B XpOHUYECKIMe (DOPMbI, anneprirveckine 1 ayTouMMyHHbIE 3a60neBaHuA. Y pebeHka
BbISB/IEHbI CNeJytoLLMe TaBopaTopHble NOKa3aTeNM: YPOBEHb COEPXaHna UMMYHOrno6ynuHoB kposw (OA): IgM - 2.1 r/n;
19G: - 9.9 r/n; IgA - 0,00; IgE 06wwir - 20.00ME\MN. 3aKnio4eHme: 0TCYTCTBUE COAEPXKAHUA UMMYHOrNOBYNMHA A, CHIDKEHVE
uMmyHorno6yniHa G. Mocne nony4eHUs AaHHOTO aHanN3a Ha3Ha4yeHo NOBTOPHOE UCCNEN0BaHIA. [OBTOPHbIN aHaNN3 - NOKa3an
nonHoe oTcyTCTBME |gA B NepUIepryeckoi KpOBI 1 CHIDKEHNE cofepxaHna |gG.

Onpefienexne CoRePXKaHUs YPOBHA UMMYHOKOMNETEHTHBbIX KNeTOK KpoBu: CD3+46%; CD4+43%; CD8+10%; CD 19+31%; CD-
HLA-DR+12%; CD 25+8%; LINK 14%. oka3aTenu kneTo4HOro UMMYHUTETa COOTBETCTBOBANN HOpME. PeBeHOK Gbin NOCTaBNeH
Ha AMCNAHCEPHbIIA Y4eT, NlaHbl PEKOMEHAAUMIA N0 BEAEHUI0 NALMEHTA HA NEAMATPUYECKOM y4acTke. B Lenom 3abonesaxue
IMEET XOPOLLIA NPOrHO3
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Summary

In recent years, it has become obvious that primary immunodeficiency is quite common in the practice of pediatricians. The
frequency of primary immunodeficiency in the world is on average 1:10 000 and is comparable to the frequency of cystic fibrosis.
For pediatricians, it is important to clearly understand that the diagnosis of primary immunodeficiency implies typical clinical
symptoms and corresponding immunological disorders that meet the criteria for diagnosing each specific disease.

Purpose of the study: clinical description of a child with selective IgA deficiency.

Methods: palpation, percussion and auscultation methods were used during the examination of the child.

Results: In this article, we present one of the variants of primary immunodeficiency - selective IgA deficiency. The clinical
manifestations of primary immunodeficiency are described in a 6 year old child: infections of ENT organs and lungs with a mild
course. The disease rarely passes into chronic forms, allergic and autoimmune diseases. The following laboratory indicators
were detected in the child: the level of blood immunoglobuling (ELISA): IgM-2.1 g/1; 1gG: - 9.9 g/ I; IgA - 0.00; IgE total - 20.00
IU / ml. Conclusion: the absence of immunoglobulin A, reduced immunoglobulin G. After receiving this analysis, a second
study is scheduled. Repeated analysis showed a complete IgA absence in the peripheral blood and a decrease in lgG content.
Determination of the level of immunocompetent blood cells: CD3+46%; CD4+43%; CD8+10%; CD 19+31%; CD-HLA-DR+12%;
CD 25+8%; GEC 14%. Indicators of cellular immunity corresponded to the norm. The child was placed on the dispensary
register, and recommendations were given for the management of the patient in the pediatric section. In General, the disease
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has a good prognosis
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Beenenue

CenextuBHbI nedunut IgA - Tpynma nepBHYHBIX
UMMYHOAEQUIMTHBIX COCTOSIHUH, KOTOpbIE OO0YCIOBICHBI
HapyIICHHEM CHHTE3a WM YCKOPEHHBIM Pa3pyIIeHHEM MO-
JIEKYJl IMMYHOITIOOYTHHOB Kiacca A. MmMMyHormoOyanH A
OTIMYAeTCs OT JIPYTMX POACTBEHHBIX MOJICKYJ T€M, 4TO 00-
YCTIaBIMBAET CaMBbIii IEPBBII ATal HecTIenUPUISCKO HMMY-
HOJIOTHYECKOH 3aIUThl OPraHNW3Ma, MOCKONbKY BBIAEISAETCS
B COCTaBE CEKpeTa JKeJe3 CIM3HUCTHIX obomodek. [Ipu ero He-
JOCTAaTKe MaTOreHHBIM MUKPOOPTaHU3MaM CTAHOBUTCS JIETUe
BHEJIPATHECS B €1a00 3aIlMIEHHBIC HE)KHBIE TKaHH CIIU3H-
CTBIX BEPXHHX JBIXaTEIbHBIX ITyTeH, JKETyTOIHO-KHUIIETHOTO
TpakTa. MexaHU3Mbl ayTOUMMYHHBIX, 0OOMEHHBIX U aJlJIepru-
YecKnX HapylIeHUH IpH AeunnTe IMMYHOTIIOOYTHHA A 10
cHX mop HeusBecTHbI. CyIeCTBYET NPEATION0KEHUE, UTO €T0
HU3Kasl KOHIIEHTPAIMs UMMYHOIIOOyIMHa A BHOCHT JucOa-
JIAHC BO BCIO UMMYHHYIO cuctemy [1,2,3].

Jlnarnoctrka nepunura [gA mpon3BoanTcs Ha OCHOBa-
HUM aHEeMHe3a, OCMOTpa TaueHTa (JacTble HHPEKIHOHHbIE
3aboneBaHus JbIxarenbHbIX myTeil u JIOP-opranos, mopaske-
aust J)KKT), Ho HanGosee TOUHBIM CIIOCOOOM MOATBEPKACHUS
JMarHO3a SIBISETCSl 1abOpaTopHbIE METOABI HCCIIENI0BaHUS
- OIpe/eNICHNE KOJNYECTBA CHIBOPOTOYHBIX MMMYHOIIOOY-
nuHOB. IIpu 3TOM MOXeT 0OHapyKHBaThCA M30IMPOBAHHOE
YMEHBIIICHHEe YPOBHS MMMyHoDioOynmuHa A Hike 0,05 /i,
YTO CBUIETENBCTBYET O ero aedurmre [4]. 3aboneBaHne BO3-
HUKACT CHIOPAANYCCKU WIIN SBJIACTCA HaCJ'[e):lCTBeHHOﬁ mna-
TOJIOTHEH, IPUYeM B KaueCTBE MEXaHH3Ma Iepenadr MOXKeT
BBICTYIIaTh KaK ayTOCOMHO-JIOMHHAHTHBIN, TAK 1 ayTOCOMHO-
PELeCCUBHBIN ITyTh HACIECAOBAHMSI.

B nuteparype onmcaHa KIMHMYECKas KapTHHA JETEH ¢
ceseKTUBHBIM nedunurom IgA. B ocHOBHOM 3TO ieTH He Io-
JIy4aBIIINe 3aMECTUTEINBHYIO TEPANIO. Y HUX ONMCAHBI TAKUE
XpOHUUECKUE 3a00eBaHMsl KaK XPOHHUUYECKHE Hecnelupu-
4yeckre 3a00JIeBaHUs JIETKHX, OpPOHXO3KTa3bl, XPOHHYECKHI
Je(hOopMUPYIONINI OPOHXHT, PELMANBUPYIOIIHME BOCIATUTENb-
Hble 3aboneBanust JIOP-opranos, aronnyeckast OpoHXHaIbHAsS
acTMa, aJUIEPTUUECKUI pUHOCHHYCHT. TaKKe ONUCaHbl Clyvan
pE3eKIMH JONMH JIETKUX W3-32 XPOHMYECKHX Hecnenuduye-
CKHX 3a00JICBAHUH JICTKUX U UX OCJIOKHEHHH [5].

Crenuduueckoe jedeHHe NaHHOTO MMMYyHOAe(hHIUTA
OTCYTCTBYET, B HEKOTOPBIX CIydasx IIPOM3BOIAT 3aMECTH-
TENbHYI0 HMMYHOTEPANHIO. B OCHOBHOM HCIIONB3YyIOT aHTH-
OMOTHKHN JUIsl JiedeHHs1 GakTepHa bHBIX MHQEKIUH, HHOTIa
Ha3HAYaloT MPO(MIAKTHYECKHE KypChl aHTHOAKTEPHANTbHBIX
cpencts [2].

Lens mccnenoBaHus: KIMHUYECKOE OMHCaHUE pebeHka
C CEJIeKTUBHBIM AeduiuToM IgA .

Martepunanbl n meToAbl

O6cnenoBanue pedeHKa MPOBEACHO Ha Oa3e ayiepro-
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MMMYHOJIOTHYecKoe oTaeneHue [lenmarpudyeckoro neHTpa
PBNel HIIM. B mpormecce ocmoTpa pebeHKa HCIONb30Ba-
JIMCh METO/BI MAJbNAINY, IEPKYCCUH U aycKyabTaruu. [Ipn
N3yYeHUH HMMMYHHOTO CTaTyca HCHOJNB30BAJIHCH METOIbBI
MMMYHO(EpPMEHTHOTO aHalu3a M IMOJUMEPA3HOW HEMHOM
peakuuu. bbua nmomyueHo «MHpopmupoBaHHOE coriacue»
OT TAI[MCHTA.

Knunnyeckoe onwmcanue. B ¢espane 2019 roga B an-
JIepro-nMMyHoJIOTHYeckoe  otaenenne Ilequarpudeckoro
uertpa PBNel HIIM BmepBble Ha mpueM oOpaTmiack Mama
peberkoM 6 met. XKanoObl pu OOpaleHUU: Ha YacThie aH-
THHEI ¢ poXkaeHHA (5-6 pa3 B TOM) C BEICOKOH TeMIIepaTypoi,
ajeHonIMT. M3 anamuesa >xu3Hu: PeGeHok ot I GepemeH-
HOCTH, TIPOTEKaBIIeil ¢ MHOTOBOJHEM, HaYMHAsI CO BTOPOTO
TpuMecTpa. Poxpl B cpok, co cnaboCThi0 pOAOBOI IesTENb-
Hoctu. Macca tena mpu poxaerun 3000rp., muHa 50 cMm.
IlcnxoMOTOpHOE pa3BUTHE 1O BO3PACTY.

C roza Jacto GoyieeT MPOCTYTHBIMH 3a00JICBAHUSIMH B
BHUJI€ aHTHH, IPOTEKAIOMINX C ITOABEMOM TEeMIIEPaTypHI 10 39
rpaxycoB. Pebenka 6ecriokosaT yacteie OPBU, aHruHb! exe-
MecsqHO. CIIUT ¢ OTKPBITBIM PTOM, XpalUT BO CHE, BSUIBIH,
OBICTPO YTOMIISICTCS.

[Ipn ocMmoTpe coctosiHue ynosieTBopuTensHoe. [Ipa-
BUJIBHOTO TEJIOCIIOKEHHs, MOHIDKCHHOTO IuTaHus. ['omoBa
npaBwIbHON (Gopmbl. JInno «aneHoupHoey. KoxHble mo-
KpoBbI OnenHble. JInM@oy3nbl meiiHble 1-2 creneHu, momu-
BIDKHBIE, 0€300JI€3HEHHBIE. 3aHENIENHbIE, TOAbIA3LIYHIE,
3aTBUIOYHbIE, MOAKIIOUMYHBIE W HAJKIIOUYHIHBIE, MTOIMBI-
IIEYHbIE M MaxOBble TUM(OY3Ibl He nmanbnupytores. ['pya-
Hasl KJIeTKa IpaBHIBHOW (OpMBEL. B nerkmx npixaHue Be-
3UKYIApHOE, XpUIOB HeT. IIpu mepKyccun JIerkux - sSCHBII
JerouHsli 3ByK. [Ipy aycKynbTanuy cep/ia BeICIyIIHBAIOT-
cs1 sicHBIe, puTMUUHBIe TOHBL. [lymbc 20 ymapoB B MHUHYTY.
['paHuUIIBI OTHOCUTEIBHOW 1 aOCONIOTHOM TYIOCTH IIPH Hep-
KyCCHH Cep/illa COOTBETCTBYIOT BO3pacTHOH rpymme. JKusor
MSATKHH, 0e3001e3HeHHbIH pu nanenanuy. CTyn exeIHeB-
HBIH, 1 pa3 B cyTkH, opOopMIICHHBIH. MoYencyckaHue cBO-
6oxHoe, 6e300ae3HeHHOE.

[NapaknuHIYECKH:

- O0mwmii aHaIM3 KPOBU O€3 IATOJIIOTHH.

- IILIP na MuxomiaasMmy, ypeariasmy M LUTOMETaJIOBH-
PYCHYIO HHEKIIUIO OTPUIATEIBHBIN.

- bnoxuMuyeckuil aHaau3 KpoBU B HOPME.

- Ananus Ha BUY — orpunaTensHbIi.

- UMMYHO(EPMEHTHBIH aHAIIN3 OIPEeTICHHS COAepkKa-
HUA UMMYyHODI00YIMHOB KpoBH (UDA): IgM - 2.1 r/m; 1gG:
-9.9 r/m; IgA - 0,00; IgE o6mmii - 20.00ME\mu. 3akmtouenue:
OTCYTCTBHE COAEPKaHUs MMMYHOIIOOYJIMHA A, CHW)KCHUE
nvMyHontoOymuaa G. Tlocie momydeHus JaHHOTO aHanM3a
Ha3HauYEHO MOBTOpPHOE UcciienoBanus. 110BTOpHBIN aHamu3 -
MOKa3ajl MoJIHOe OTCYyTCTBHE IgA B mepudepndeckoil KpoBU
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U cHIKeHue conepxanus [gG.

- OmpeneneHne comepKaHHUs yPOBHS HMMYHOKOMIIE-
TEHTHBIX KJIeToK KpoBHu: CD3+46%; CD4+43%; CD8+10%;
CD 19+31%; CD-HLA-DR+12%; CD 25+8%; LIUK 14%.
HiMMyHOTpaMMa COOTBETCTBYET HOPME.

Ha Y3U cepaua ¢ UBETHBIM JIOIIIEPOBCKUM KapTHPOBa-
Huem: OTkprITOe OoBajbHOE OKHO (.26 cM. Pacmmpenue mo-
JiocTeit npasoro npencepaus (1.83 ¢m), mpaBoro xenyaouxa
(1.0 cm), perypruTarys Ha TPHKYCHHJaJIbHOM KJIarmaHe. K-
TOIHYECKOE KPETUICHNE XOPA MUTPAIIbHOTO KiamnaHa. Jlomnom-
HUTEJIbHAs TpabeKylia B IIOJIOCTH JIEBOTO XKEITyT0dKa.

KoHcynbramms oTopuHONApUHTONOra: XpOHHYECKHI
TOH3WUIUT, TunepTodus MunganuH Il crenenu, ageHonaur,
yBenuuenue ageroun Il crenenu.

Knunnveckuit nuarnos: CenextuBHbIA neduimt IgA
(moHOE OTCYTCTBHE MMMyHOIIOOynuHa A). XpoHHUYecKuit
TOH3WLIT, runeprodus Munganus Il crenenu, aneHOUANT,
yBennueHne aneHouoB Il creneHw.

PexomennoBano:

1. JlucnancepHoe HaOJIIOCHHE y4YaCTKOBOTO IEHa-
Tpa B TEUCHHE TOJIa.

2. T'mmoamnepreHHOE MUTAaHHE C HMCKIIOUYCHHUEM M-
TPYCOBBIX, ME/Ia, OPEXH, IIOKOIA/A.

3. 3amecrurenbHas Tepanus: nMMmyHoBeHHH 0,1 T/KT
C MHTEPBAJIOM | MeCSI[ 1O MOBHIIICHHS YPOBHS UMMYHOIJIO-
OymuHa G.

4. KoHTtponb o01ero aHamm3a KpoBH, 00IIEro aHau-
3a MO4YH, OMOXMMHYECKOTO aHAIM3a KPOBH KX ble 3 MecsIa.

5. IIpuBuBKHM NPOBOAATCH 1O KaJE€HAAPIO.

6. IloBTrOopHBIH OCMOTP B OTHEJIEHUU aJUIEPrOJIOTHH-
ummyHonorun [lenuarpudeckoro nearpa PBNel HIIM gepes
6 Mecs1eB.

B nmunamuke yepe3 6 mecses: 6oneer OPBU u anru-
Hamu pexe. B Teuenuu npomioro roga: 4 pasa B rox. Ilpu
OCMOTpPE COCTOSIHUE YIOBIETBOPHUTENbHOE. [IpaBHIBHOTO

TEJIOCIIOXKEHHs, YMEPEHHOro NHTaHus. KOXXHBIE ITOKPOBBI
onenupie. Jlumdoysnel meinpie 1 crtenenu, 6e3001e3HEH-
Hble. DU3UKATBHO MO OpraHaM 0e3 0COOCHHOCTEH.

ITo naHHBIM aHajM3a ONpPENCICHUS CONCPXKAHHS HM-
MyHoroOynmuHoB kpoBu (MDA): IgM - 2.8 r/n; 1gG - 19.2
r/m; IgA - 0,00; IgE o6mmit - 12.00ME\mu. 3axmrouenne: IgA
B nepudepuueckoil KpoBu orcytcTByeT. [loBpimenue 1gG
CPaBHHTENBHO IIEPBOTO aHAJIN3A.

Pesynbtatbl M 06CyXaeHue

[lepBuyHEIE MMMYHONE(HIUTHBIE COCTOSIHUS C Ce-
JIEKTUBHBIM Ae(QUIINTOM HUMMYHODIIOOYIHHA A KIMHUYECKU
IMPOABIAOTCA 4YaCTHBIMU I/IH(l)eKL[I/IHMPI: CUHYyCUTaMH, TOH-
3WUIMTaMu | Ap. YacTele BUpycHbIe HHPEKIMHA 1 00ocTpe-
HHUA XPOHUYCCKUX BOCHAIIUTEIIBHBIX 38.60J'I€BaHI/II71 CHW)XArT
Ka4e€CTBO KHU3HHU MAJICHBKOI'O ITallTUCHTA.
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XPOHHYECKUX BOCTIAIUTENBHBIX 3a00JIeBaHIH. W
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