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Pesiome

BeeneHue. MNpobnema 3aboneBaHuii NErkmnx y NaLuMEHTOB C NEPBUYHbIMU AedEKTAMU aHTUTEN006pa30BaHUS HEAOCTAaTOYHO UCC/Ie-
[l0BaHa, 0COHEHHO B 3aBUCMMOCTU OT KIMMATOreorpadmyeckux 1 LeMorpadmnyeckux yCaoBuii peanbHoM KNMHUYECKOW NPakTUKK.
Uenb. MccnenoBatb cTpykTypy 3ab6oneBaHuii NErknx y B3poCibiX NALMEHTOB C NEPBUYHbIMK LedEKTaMU aHTUTEN006pa30BaHUs
Ha CpesiHeM Ypane B yC/0BUSX PEAsIbHOM KIMHWYECKOM NPaKTUKM.

Matepuansl u Metogpl. B 2013 r. 8 CBepaoBCKoi 061acTv CO34aH PerucTp B3poCbiX NaLUMEHTOB C NEPBUYHBIMKU UMMYHOLEDU-
umtamu (MWL), B KoTopoM B HacToswee BpeMs coctosT 209 yenoBek. OCHOBHYH rpynny perucTpa CoCTaBASKOT NAUMEHTbI C aedek-
TaMu aHTUTenoobpasosanusa (LA) (n = 143, 68,4%): nauneHTbl ¢ arammarnobynuHemumeit (AT, n = 11), obwei BapunabenbHom
MMMYHHOW HepocTaTouHocTbio (OBUH, n = 37), neduumtom PIK3-kmnHa3bl (n = 3), ¢ cenektmBHbIM feduumntoM IgA (CL IgA, n = 92).
[wnarHos MU 6bin ycTaHOBNEH HA OCHOBAHWMU KpuTepues POCCUMIMCKOI accoumaLum anneproiioros U KNMHUYECKMX UMMYHOJOTOB
n European Societies of Immunodeficienties, B psae cny4yaeB MMeeT reHeTuyeckoe noaTBepxkaeHue. [Ins AnarHoCTUKM NOPaxXeHUi
NerkMx UCMNosb30BaNu AaHHbIE aHAMHE3a NALMEHTOB, PEHTIEHOIOrMYeCcKMe, BYHKLMOHA/bHbIE, UMMYHONOTMYECKME CCEA0BaHMS.
PesynbTatbl. HeogHOKpaTHble NHEBMOHMM Habnoaanuch y Bcex naumeHtoB ¢ AIT u OBUH, ocobeHHo B aebtoTe 3aboneBaHus.
Takxe perucTpupoBanuncb 6poHx03KTasbl (37,6% naumeHToB), XxpoHuUyeckas 06CTpykTMBHas 6onesHb nerkmx (70,3%), 6poHxuans-
Has acTMa (Tonbko y nauneHTtoB CI IgA), MHTEpCTULMaNbHOE NOpaxeHWe Nerkmx (Tonbko y nauneHtoB ¢ OBUH).

BbiBoabl. Ha CpenHeM Ypane 3aboneBaHus Nerkmnx, 0CO6EHHO MHEBMOHMM 1 BPOHX03KTa3bl, ABNSHOTCS HaMOOMEe YacTbIMU KIMHK-
yecknMu nposeneHunsmu y naumnerTos ¢ JA. Miccneposanue yposHs 1gG, IgM, IgA HeobxoamnMOo Y NaLMEHTOB C HEOAHOKPATHbIMU
NMHEBMOHMUSMU, BPOHXO0IKTATUUECKOIM BONE3HbIO, MHTEPCTULIMANBHBIM MOPaXXEHWEM NErkux, BpOHXMaNbHOM acTMOM, MpU paHHEM
nebioTe XpOHUYeCKo 06CTPYKTUBHOM Boe3HM nerknx 6e3 cratyca KypeHus.

KnioueBble cnoBa: nepauyHbie UMMYHOLEDULUTBI, NEPBUYHbIE AedeKTbl aHTUTEN006Pa30BaHUS, HEOAHOKPATHbIE MHEBMOHUM,
HpPOHX03KTa3bl, ypOBEHb MMMYHOMOBYANHOB
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Abstract

Introduction. The problem of lung diseases in patients with primary defects in antibody production has not been sufficiently
studied, especially depending on the climatic, geographical and demographic conditions of real clinical practice.

Aim. To study the structure of lung disorders in adult patients with primary antibodies defects in the Middle Urals in real
clinical practice.

Materials and methods. Register of adult patients with primary immunodeficiencies (PID) were created in 2013 in the Sverdlovsk
region. Now it contains 209 people. The main group of the register is patients with primary antibodies defects (PAD, n = 143,
68.4%: agammaglobulinemia (AGG, n = 11, common variable immune deficiency (CVID, n = 37), PIK3-Kinase deficiency (n = 3),
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Selective IgA deficiency (SD IgA, n = 92). The diagnosis of PID was established on the criteria for the Russian Association
of Allergists and Clinical Immunologists and European Societies of Immunodeficencies, in some cases it has a genetic confirma-
tion. We used medical history of patients, radiological, functional studies to establish lung lesions. We occurred immunological
examination for all PID patients.

Results. Repeated pneumonia were observed in all patients with AGG and CVID, especially in the onset of PID. Patients also had
diseases such as bronchiectasis (up to 37.6% of patients), chronic obstructive lung disease (up to 70.3% of patients), bronchial
asthma (only SD IgA), interstitial lung disease (only CVID).

Conclusion. According to our data, in the Middle Urals, lung diseases, especially pneumonia and bronchiectasis, are the most
common clinical manifestations in patients with DA. Analysis of immunoglobulins’ level is necessary in patients with repeated
pneumonia, bronchiectasis and interstitial lung disease, bronchial asthma and early onset of chronic obstructive lung disease
without smoking status.
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BBEOEHUE

MNepBuyHble MMyHoAeDMUMTI (TNNL) - 370 rpynna reHeTu-
Yyecku 0B6yCNoBNEHHbIX 3a601€BaHMI UIMMYHHOM CUCTEMBI, CBS-
3aHHbIX C YTPATOM, YMEHbLIEHWUEM WU HEMPABUAbHBIM (DYHK-
LIMOHMPOBAHMEM OAHOMO WM HECKONbKMX ee 3BeHbeB [1-4].
BpoxaeHHble HapylleHUs MMMYHWUTETA NPOSBASIOTCS MOBbI-
LIEHHOW BOCMPUMMYMBOCTBIO K MH(EKLMOHHBIM 3a601€BaHMAM,
QYTOMMMYHUTETY, ayTOBOCMANUTENbHbIM 3360N1EBAHUSIM, annep-
MK U/MNK 3N10KaYeCTBEHHBIM HOBOOOPa3oBaHUAM. KonnyectBo
M3BECTHbIX TeHeTUYeCKMX AedeKTOB, UAEHTUOULMPOBAHHbBIX
Kak Bbi3biBatowwme M, B HacToswee BpeMs COCTAaBASIET OKO-
no 500 [4]. 3abonesaemoctb MN[ B MeXAYHAPOLHbIX peru-
crpax cocrasnset 11,2 Ha 100000 poxaeHwui [5], M3 KOTOPbIX
71% nmarHoctupyetcs B Bo3pacTe Ao 18 net. [ledekTbl € npeun-
MYLLECTBEHHbBIM MOPaXKEHMEM NYMOPaSbHOrO 3BeHa UMMYHUTE-
Ta gocturatot okono 60% ot Bcex MMM, Yactota BCTpeyaeMocTu
NepBUYHbIX UMMYHOAEDUUMTOB C AedeKTaMu aHTUTenoobpa-
30BaHMS BapbMpyeT B 3aBMCMMOCTM OT BbISIBNIEHHOIO AedekTa:
cenektvBHbIV feduumT IgA - 1:300-1:700; 0bwwas Bapuabens-
Has UMMyHHas HepoctatoyHocTb — 1:7 000-1:200 000; X-cue-
nneHHas arammarnobynuHemums - 1:50000-1000 000. B 80%
CNly4aeB BO3PaCT NaLMEHTOB K MOMEHTY NOCTAaHOBKM AMarHo3a
He npesbiwaeT 20 net [6].

B peanbHOM KNMHMYECKOM MPaKTUKE MEPBUYHbIE UMMY-
HopedMUMTBI MOTYT BCTPEYATbCS Ha npueme y noboro Bpa-
Yya, HO Yalle y Bpaya-neamnaTpa, TepanesTa, MNyJbMOHOMOrA
W annepronora-MMMyHosora. 3To CBA3aHO C TEM, YTO KJIUHMU-
yeckue nposiBaeHUs BPOHX0NEroYyHOM NAToNormMu, Npexae
BCero nHekumn, — camasa yacras maHundectaums ML [7, 8].
B oTeuecTBeHHOW 1 3apybexHOli nuTepaTtype HEMaNo yka-
3aHUI Ha MopaxeHus nerkux y naumertos c MAI [9-13].
OnHaKO HeAOCTaTOYHO AAHHbIX O KAMMaToreorpaduyeckmx
N pemMorpa@uyecknx ocobeHHOCTAX pacnpoCTpaHEHHOCTH
MWL v CBA3aHHbIX C BPOXAEHHOW UMMYHHOM HEAO0CTATOM-
HOCTbtO 3aboneBaHuit nerknx. Hanpumep, cBegeHnsa o na-
uneHtax ¢ MMUAO 8 CpenHert A3un egmHUYHbIE, UMEIOTCS
yKazaHusa o 9 naumeHTtax B Kbiprbi3cTaHe 1M 6 maumeHTax
B Y36ekucrtaHe [14, 15]. bonblwme Tepputopmm, 4OCTaTOUHO

BbICOKAs MMIOTHOCTb HAaCeNeHMs, MacCoBble MepeMeLLeHus
NI0Oen BO BCe MCTOPUYECKME MEPUOAbI B 3TOM reorpaduye-
CKOW MeCTHOCTM (HanpuMmep, KapaBaHHas fopora «Bennkuii
LIEeNKOBbIA MyTb») AenatoT BOCTpebOBaAHHbIMU MCCNEN0BaAHMS
npobneMbl BPOXKAEHHbIX OLWMOOK MMMYHMTETA B 3TOM peru-
OHe. HeCOMHEeHHbIN Hay4HbI MHTEpeC Bbl3blBaeT CONOCTaB-
nexHne 3aboneBaemMoCTH, pacNpoCTPAHEHHOCTU NOPAXKEHWUN
Nerkmx y NaumeHToB C NepBUYHbIMU AedeKTamMu aHTUTENoo-
6pa3oBaHMs B KOHTPACTHbIX KAMMaToreorpad@uyeckmnx peru-
oHax, Hanpumep CpenHero Ypana u CpenHeit A3un. B cea3um
C 3TUM uenb paboTbl — UCCNeoBaHUe CTPYKTYpbl 3abonesa-
HWIA NErkmnx y B3poC/blX NALMEHTOB C MEPBUYHBIMUK Ledek-
TaMu aHTUTenoobpasoBaHusa Ha CpenHeM Ypane B yCnoBusaX
peanbHOM KIMHUYECKON MPaKTUKM.

MATEPWUANbI U METOLbI

B 2013 r. B CBepanosckon obnactv (CpeaHuii Ypan) cos-
[aH perncTp B3pocibix naunentos ¢ ML, B KoTOpom B Ha-
crosuee Bpems coctoat 209 yenosek (maén. 1).

Peructp BktOYaeT CBeLleHMs O MalMeHTe, HO30M0rMYe-
ckont popme MM, nebrote 3ab6oneBaHMs, CEMEMHOM aHaMHe-
3e, 00 OCHOBHbIX KNMHUYECKMX U NaBOPATOPHbIX CUMATOMAX
6one3Hn, 0 NPOBOAMMON Tepanuu u ee sbdekTMBHOCTH [7].
OCHOBHyIO rpynny perncrpa COCTaBAST NaLMEHTbl C Npen-
MYLLECTBEHHbIMK fedekTamu aHTuTenoobpasosanua (JA) -
143 yenoseka (68,4%). [lpynna JA asnsetcs camoi 60nbLuoK
u B peructpax MW apyrux pernoHos Poccuiickoint Penepa-
umun m apyrmx ctpaH [9, 16-20].

Mpu JA 4aCTb NAUMEHTOB HYXXOAETCS B 3aMeCTUTENIbHOM
Tepanuu uMMyHornobynuHamu. B Hawem peructpe 310 60nb-
Hble ¢ arammarnobynuHemuent (AlT, n = 11), n obuwei Bapu-
abenbHoM MMMYHHOM HepocTatouHocTbo (OBUH, n = 37),
neduuntom PIK3-kuHaszbel (n = 3). [lpyrag 4acTb nauneHToB
He HY)XO3eTcs B BbllUeyKa3aHHOM Tepanumu, 3To 6onbHble C ce-
nekTvBHbIM feduumtom IgA (C4 IgA, n = 92).

Ouarvo3 MU y Hawux naunMeHToB 6bin yCTaHOBAEH
Ha OCHOBaHWW KpuTepues Poccuickorn accoumnaumum annep-
rofioroB M KnMHuyeckux ummyHonoros (PAAKW) n European
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Ta6nuua 1. Pernctp B3poC/ibiX NaLUMEHTOB C NEPBUYHBIMU UMMYHOAEDULMTAMU, AaHHbIE HA UIOHb 2024 T.
Table 1. The Register of adult patients with PID, data for June 2024

Konuuectso nauueHTos, n

Tpynnbi MUA, Hozonoruu MUA
lneplgE-cuHapom 5 3 2
Avakcus-TeneaHrnakrasus 1 1 =
I. Xopouwo anddepeHumpyembie CUHAPOMbI Curnpom [ln [ixopaku 2 ) 2
C MMMYHOARGUUUTOM CunppoM Buckotta - Ongpuua 1 1 -
CuHapom Kabyku 1 1 -
CuHapom Hulimure 1 - 1
Arammarnobynuxemms 11 10 1
Il. MpeumyliecTaeHHble sedeKT 061as BapuabenbHas UMMYHHas HeAOCTaTOYHOCTb 37 6 31
aHTUTEN006P230BaHHS CenekTvBHbIA AeduumT IgA 92 48 44
[lednumt PIK3-kuHa3bl 3 1 2
AyTouMMYHHBII TMbOnponudepaTMBHBbIA CUHAPOM 1 1 °
Il BonesHu uMMyHHOI Aucperynsiumm
BACH2-cunapom 1 1 -
IV, BpoxzaeHHble aeceKTbl darouyTos XpOoHWyeckas rpaHynematosHas bonesHb 2 1 1
W/ UX QYHKUMiA BpoxaeHHas HelitponeHus 1 1 -
CpepumszemHoMOpCKas Mxopaaka 5 4 1
V. AytoBocnanutenbHble 60ne3Hu
CuHapom Mapkuaa 1 - 1
VI. LledekTbl koMnnemeHTa HacnenctBeHHbIN aHTMOHEBPOTUYECKMIA OTEK 30 8 22
VII. ®eHokonuu Cunapom lyna 1 = 1
VIIl. HesepuduumposaHHblit MALL 13 9 4
Wroro 209 96 113

MW - nepBuYHbIE UMMYHOLEPULNTDI.

Societies of Immunodeficienties (ESID) [21].AuarHo3 y 60nb-
HbIX C X-CLenneHHon arammarnobynmHemMmei 6b11 NOATBEPXK-
neH reHetnyeckn (nedekt B reHe BTK). Takxke B perncrpe
cocTosT naumeHTbl ¢ OBMH u neduumtom PIK3-kmnHa3bl, ume-
loLLMe reHeTnYeckoe NoaTBEPXKAeHUE 3a001eBaHMS.

[ing ycTaHOBNEHMS MOPaXXeHUI Nerknx MCnoab3oBanu
[laHHble aHaMHe3a 6ONbHbIX, MPEeXAe BCEro Hanuune Heon-
HOKpaTHbIX MHEBMOHMIA B AebtoTe U B TedeHWe 3aboneBaHus,
a Takke BPOHXO3KTA30B, pe3eKkunii nerkux. PeHTreHorpadums
rpy4oHOM KNeTKn nposefeHa Ha Axion Luminos (Siemens),
CnupanbHas KoMMbloTepHas Tomorpadus — Ha Siemens So-
matom 64. MyHKLMS BHELUHErO AbIXaHWS BbIMOAHEHA HA CMK-
porpade Erich Jaeger GmbH; onpenensnuce: ODB,, GXEJT,
OM®B,/MXXE/T; npyn 3TOM GYHKLMOHANbHbIM MOATBEPXAEHNEM
XPpOHMYeckoi 0bcTpykTnBHOM H6onesnun nerkmx (XOBJT) 6bino
cHmkeHne ODB. /OXKE/T meHee 0,7 B pesynsrate 6poHX0NN-
TnYeckol npobbl ¢ 400 Mkr canbbyTamona.

Bo Bcex rpynnax nauMeHTOB NMPOBOAMIU MMMYHOMOMU-
yeckoe o6cnefoBaHMe C OLLEHKOW CiefyloLWmMX NoKasaTtenen:
H 4ncno OCHOBHbLIX MONynaUMin 1 cybnonyasaumii AMMdoLMUTOB
(KonnyecTBEHHOE M NPOLIEHTHOE COAepXKaHue B nepudepuye-
ckon kpoBw): CD3+, CD4+, CD8+,CD 19+, CD16+, CD56+ HLA-DR;
B ypoBHWU MMMyHOTN0bynnHoB G, A, M, E kpoBu;
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B nokasaTtenu ¢aroumTtosa: onpeneneHme NornoTUTENbHON
1 MeTabonnyYecKon akTMBHOCTM GaroumnToB nepmdepryeckon
KPOBW, MAEHTUDUKALMS 06pa30oBaHUS aKTUBHbBIX GOPM KUC-
10poAa NENKOLMUTAMM.

Monynaumun n cybnonynsauumn nnMdOLMTOB Onpeaensnm
MeTO40M MPOTOYHOM LIMTOMETPUM C MCMOb30BAHNEM MOHO-
KnoHanbHbix aHTuTen (Beckman Coulter, USA). YpoBHM CbiBO-
POTOYHbIX UMMYHOrn06ynuHoB (IgA, IgM, IgG) onpeaensnu
MeTonoM Typbonmmetpun (Cobas Integra 400). MNokasatenu
arouMTo3a oLEeHMBaNM C MOMOLLbIO CMOHTAHHOIO U CTUMYN-
POBaHHOIO TecTa BOCCTAHOB/IEHUSI HUTPOCUHERO TETPA30/Iuns
(HCT-tecT) (Sigma-Aldrich). CrumynunpoBaxHbin HCT-Tect npo-
BOAMNCA B LE/bHOW KPOBU C HEMTPOPUAAMU, aKTUBMPOBAH-
HbiMm 0,1 Mn cycneH3mm naTtekca ¢ pasMepom yactmy, 1,5 Mkm.

KonuuectBeHHble NMOKa3aTenn OUEHUBANMUCL HA NpeaMeT
COOTBETCTBMSA HOPManbHOMY pacnpefeNeHnto C NOMOLLbIO
kpuTtepus Konmoroposa — CMMpHOBa (Npu uncne uccnenye-
Mbix 6onee 50), LWanupo - Yunka (npu uncne nccnenyembix
mMeHee 50). KonnyecTBeHHble AaHHble OMUCbIBAAUCH C MO-
MOLLbIO MefnaHbl (Me) 1 HUXKHEro M BEPXHEro KBapTUien
(01-Q3), T.k. pacnpeneneHne oTIMYANOCh OT HOPMAbHOTO.

CratMcTuyeckme nokasaTenu pacCcyMTaHbl C MOMOLLbIO
nporpammbl Statistica nns Windows, Bepcus 13.3.



PE3VYJIbTATbI

B Hactodwee BpemMsd cpefHMI BO3pacT MaLMEHTOB
¢ OBWH cocTasngeT 37,4 ropa (01-03: 19,2-50,1), naum-
eHToB C AT - 22,1 ropga (Q1-03: 19,6-29,1), c CL1 IgA -
24,2 ropa (Q1-Q3: 18,9-27,4). lNpu 3TOM cpefHUit BO3pacT
Ha MOMeHT aebtota 3aboneBaHuns y naumeHToB ¢ OBUH 6bin
22,1 ropa (01-03:19,4-34,2), y naumeHtoB ¢ AlT - 3,7 roaa
(01-03: 1,7-5,1), ¢ npedpuumntom PIK3-knHa3zbl - 8,0 ropa
(01-03: 3,5-11,6), c C IgA - 10,7 ropa (Q1-Q3: 7,6-13,4).
Takmum obpasom, bonblmHcTBo nauneHtoB ¢ OBMH BbisiB-
NeHbl BO B3pOC/IOM BO3pacTe, OCTaNlbHble — B AETCKOM U ne-
penaHbl BO B3pocnyto npaktuky B 18 net. CpenHuii nepuos
ycTaHoBNeHus amnarHosa npu OBUH - 12,6 roga, npu 3Tom
Hanbonee NpoaOMKMTENbHBIM Bbl1 MEPUOA NOCTAHOBKM AMa-
rHo3a B 28 net, npu octanbHbix A - 0o 4 net.

[posgeneHnaMm MHPEKLMOHHOTO CUHAPOMA C NOPAKEHM-
€M Nerkmx y Halmnx 60NbHbIX BbIIM HEOAHOKPATHbIE MHEBMO-
HWK, @ Takke BPOHX03KTa3bl C GOPMUPOBAHMEM BPOHXO3K-
TaTM4eckow bonesHu.

HeofnHOKpaTHble MHEBMOHWM B aHaMHe3e BCTpPeYanunch
y NALMEHTOB HaLLEro perncrpa npu BCeX YeTblpex HO30/10MM-
yeckux dopmax A (maban. 2).

Takum 06pa3oM, HEOLHOKPaTHblE MHEBMOHMU SBASAKOTCS
Hanbonee xapakTepHbIM MpU3HaKoOM AebtoTa u TeyeHus AlT,
OBWH; BcTpeyatotcs B page cayydaes u npu apyrux [A; 0b4-
3aTenbHO TpebyT KOHCYNbTaLMM MMMYHONOMA W NpoBeae-
HWS UIMMYHONOTMYecKkoro obcnefoBaHus. [py 3TOM NHEBMO-
HWUM BbIIW Pa3HOM NOKaANU3aLMKM, OTMEYANUCH ABYCTOPOHHKWE
nopaxenus. B ogHom cnyvae naumentka ¢ OBMH nonyyana
NeyeHune No NoBOAY 3NM3040B MHEBMOHUM 8 pa3 B TeYeHue
0[HOro roaa. AHTUMUKPOBHAs Tepanus MHEBMOHWIA Y Nauu-
eHToB ¢ [T npoBoaunack COrMAcHO KMMHUYECKMM PEKOMEH-
naunam [22]. CpegHuit BO3pacT naumeHTos ¢ AlT, nmetowwmx
B nebtTe KAMHUYeCKMe NpOosSBNeHUS B BUAE HEOLHOKPAT-
HbIX MHEBMOHMIA, Bbin 3,2 roga (Q1-Q3: 1,9-4,8), 601bHbIX
¢ OBMH - 18,8 ropga (01-03:11,7-27,8),c CL IgA - 5,6 rona
(Q1-03: 3,8-19,1). Y naumenToB c AIT 1 OBMH oTtmeyvanoch
YMeHbLUEeHWe YacToTbl MHEBMOHMWI NOC/e YCTAaHOBNEHWUS Ana-
rHo3a M, v Ha3HaYeHns 3aMeCTUTENIbHOW Tepanuu BHYTPU-
BEHHbIMW UMMYHOIN0BYANHAMM.

Ele ofHMM YaCTbIM KNMHUYECKMM NPOSIBNEHMEM MOPa-
KEHWI nerkmx y 6onbHbIx ¢ 1A B paMkax MHOEKLMOHHO-
ro cMHApoMa gsngetcs BpoHxo3kTatnyeckas bonesHs (b3b)
n ee oboctpeHus (mabn. 3).

Hanbonee yacto Hanmnune B6poHxo3kTa3oB M 636 peru-
cTpupoBanock y 60nbHbIX ¢ AT 1 OBMH, uto MoxeT BbiTb CBS-
3aHO He TO/MbKO C MHMEKLMOHHBIM CUHAPOMOM, HO U C CO-
YEeTaHHbIMW TeHEeTUYEeCKUMU AedeKkTaMu, NPUBOAALUMMU
K HapyleHuam cTpoeHus 6poHxos [23]. CpenHuit Bo3pacT
nauMeHTOB, Y KOTOPbIX BNepBble Oblan BbiiBAEHbI HPOHXO-
3KkTasbl, coctaBun 21,5 ropa (01-03: 13,4-28,2) npu OBUH,
npu AIT - 8,0 roga (01-Q3: 5,3-9,6). MNMpu CL IgA 6poHxo-
3KTa3bl OblKM BbisSBNEHbI B AebtoTe JA y 60NMbHbIX, UMEKLLMX
Takxe ConmyTCTBYyKOLWME 3aboneBaHUs: MyKOBMCLMAO3, Ca-
XapHblit aAnabet 1-ro Tvna, cknepogepmuio. CpegHuin Bos-
pacT naumeHToB coctasun 6,1 roga (01-Q3: 3,7-8,5). Mpwu
nepuunte PIK3-KnHa3bl 6pOHX03KTa3bl HE BbISBASNMUCE.

Ta6nuua 2. HeonHoKpaTHble NMHEBMOHUU B febtoTe 1 B Teue-
Hue 3ab60neBaHUsa y 6ONbHBIX C AedeKTaMu aHTUTENO-
06pa3oBaHus

Table 2. The repeated pneumonias before predominantly
antibody deficiencies diagnosis and during the course
of the illness

AT 11 100 9 81,8
0BMH 37 100 26 70,3
Ledwnumt

PIK3-ku- 0 0 1 333
Ha3bl

CO IgA 23 25 16 174

A - nedekt aHTUTEN006pazoBaHus, AlT - arammarnobynuHemus, OBMH - obwwas Bapuabens-
Has UMMYHHas HepocTaTouHoCTb, CLl IgA - cenekTuBHbIA aeduumt IgA

Ta6nuua 3. 060CTpeHNs 6POHXO3KTaTUYECKOM BoNnesHn
B nebloTe (00 YCTAaHOBNEHMS AMArHO3a NEPBUYHOIO MMMYHOe-
durumMTa) 1 B TeyeHue 3aboneBaHns y nauMeHToB ¢ gedektamm
aHTUTenoobpa3oBaHus

Table 3. Exacerbations of bronchiectasis before predomi-
nantly antibody deficiencies diagnosis and during the course
of the illness

AT 2 18,8 4 36,4
OBMH 6 16,2 14 378
Ledwnupt

PIK3-ku- 0 0 0 0
Ha3bl

Ch IgA 3 33 8 8,7

A - nedektbl aHTMTEN006pasoBaHus, AT — arammarnobynuHemus, CLl, IgA - cenekTuBHbIi
nedpuumt IgA

Nokanu3zaums GpOHX03KTA30B: OLHOCTOPOHHEE MOpaXeHue
Habnpanock y 19 naunerToB (13,3% ot Bcex 6onbHbIX € [IA),
[BYCTOpOHHee - 5 naumeHToB (3,5%). B ocHOBHOM Habnto-
[anocb NopaxeHue cpeaHen Aonu npasoro nerkoro (n = 17,
11,9% 6onbHbIX € JA), 4TO OTMEYEHO M APYrUMK UCCIefoBa-
Tensamu [24, 25].Y naunerTos ¢ AIT u OBMH oTMeuvanocsk yse-
nnyeHue vactotbl obocTpenunit 636 nocne yctaHoBnexus ou-
arHosa MM, uto, Ha Haw B3rNsgA, 00yCNOBAEHO yayylleHneM
nmarHoctukn 636 B npouecce aMHaMuyeckoro HabnoaeHus
60nbHbIX M. Hannyywmm mMeTonom AMarHOCTUKM BpoHXO-
9KTA30B ABASETCS CNMpasbHas KOMMbOTEpHas ToMorpadus
nerkunx (CKT nerkux) [13, 24]. OnmcaHHble XxapakTepHble Npu-
3HaKKM 6poHxo3kTazoB npu CKT nerkux (6poHxuanbHas au-
nataums, ytonuieHme 6poHXManbHOM CTEHKM, OTCYTCTBUE
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CYXXeHWs U BpOHXM, BUAMMbIE Bmxke 2 CM K MOBEPXHOCTH
nneBpbl) BCTPEYANUCh M Yy Hawmx nauneHTos [13, 25]. Kpo-
Me Toro, CKT nerknx MoxHO MCNonb30BaTh 4151 KOHTPOAS
NporpeccMpoBaHns BPOHX03KTa30B. JI06IKTOMMS MO NMoBOAY
H6pOHX03KTa30B npoBeaeHa y 2 6onbHbix ¢ OBNH. O6cTpyk-
TUBHblE HApYLIEHWS NpU NpoBedeHUU cnvporpadumn Hbiau
BbISIBJIEHbI Y BCEX MALMEHTOB, MMERLWMX BPOHX03KTa3bl. Ta-
KMM NaumMeHTaM HazHavanacb HpOHXONUTUYECKas Tepanus
M NOCTYpasnbHbIi APEHAX.

XpoHuyeckas o6cTpykTnBHag 6onesnb nerkmux (XOBJT)
He YKNaAblBAeTCs B paMKM CTaHLAPTHOrO UHPEKLUMOHHOro
CMHAPOMA, O4HAKO MPOSBAEHUS AaHHOrO 3aboneBaHns nMe-
t0TCS Y HALWMX NALMEHTOB, B T.U. KaK CNefCcTBUE (MK, BOSMOXK-
HO, KaK MPUYMHA) BbllleyKa3aHHbIX HEOLHOKPATHbIX MHEBMO-
HWUIA 1 BpoHxo3kTa3oB. Pazsutue XOBJT 66110 XapakTepHbIM
ons 6onbHbIx ¢ AT 1 OBUH (ma6a. 4).

KnuHuko-dyHKkumoHanbHble npossneHns XOBJ1 Habnona-
NMCb Y naumenToB Tonbko ¢ AT 1 OBMH (n = 33). Bce naumen-
Tbl ¢ XOBJT 1 A Menu BblpaxkeHHble KIMHUYeCKne CUMMTO-
mbl: CAT > 10, mMRC > 2, yacTble obocTpeHus, TpeboBaBLLME
Ha3HaYeHWs aHTMbaKTepuanbHOW Tepanuu, BPOHXONUTUKOB,
KOpPOTKOro KypCa CMCTEMHbIX MTIOKOKOPTUKOMAOB, pecnmpa-
TOPHOW NOAAEPKKM, KUCIOPOLOTEPANMM U HEOAHOKPATHbIX rO-
CNuUTanu3aumin. HasHayeHne ctaHAapTHOM HBa3WCHOW Tepanuu
XOBJ1, B COOTBETCTBUM C KIIMHWUYECKUMU peKOMeHaaLmMaMu [26],
y 60nbHbIX € JJA CONPOBOXAANOCh HE3HAYUTENBHBIM YNyylle-
HMEM KIMHWMKO-DYHKLMOHANbHbIX NMOKa3aTenewn, KayecTsa Xus-
HW W TeyeHus 3aboneBaHus, 4to ommyaeT naumeHTos ¢ XOBbJI
B coyeTaHunn ¢ A ot naumenToB ¢ XOBJ1 6e3 [JA. Takke otnnum-
TenbHoM YepTor y 6onbHbIX ¢ XOBJ1 B coveTaHmm ¢ [IA Bbin paH-
HWI1 0ebroT 3aboneBaHns: cpenHuin Bo3pacT aebtota 27,6 roaa
(Q1-03: 15,8-37,9) u oTCyTCTBME KYpEHMS B aHaMHese (cpea-
He nHaekc nayka-net 0,9 ropa (01-03:0,3-1,2)). Heobxoau-
MO OTMETUTb, 4To TsKkenoe TeyeHne XOBJT y 6onbHbIx ¢ JA ac-
COUMMPOBAHO C NeTanbHbIMK ncxoaamu [27].

CornacHo COBpeMeHHbIM NpeacTaBAeHUsIM, rpaHynema-
TO3HO-IMMdATUYECKAs MHTEPCTULMANbHAS B0NEe3Hb Nerkmx
(TNMNBIT) - 310 OTAENbHAS UHTEpPCTUMUMANbHA neroyHas 60-
ne3Hb y nauneHtos ¢ OBMH, accounmpoBaHHas ¢ numbatnye-
CKOW MHUNbTPaumen u/mnm o6pa3oBaHMEM rpaHynem B ner-
KMX MPU UCKNOYEHUM APYrmX npuymH [28 -30]. BaxHo Takxe
3aMeTWTb, YTO rPaHyNeMaTo3HO-NUMbATUYECKOE BOCNaNeHue
Y [aHHbIX MAUMEHTOB MYALTUCUCTEMHOE M MOXET BKIOYATb

Ta6nuua 4. XpoHnyeckas o6CTpyKTMBHAs 60ne3Hb Nerkmx
y NaUMEHTOB C AedeKTaMu aHTUTeNnoobpasoBaHmus

Table 4. Chronic obstructive pulmonary disease in patients
with defects in antibody production

AT 7 63,6
OBMH 26 70,3
Heduuut PIK3-kuHazbl 0 0
CO IgA 0 0

JA - nedekTbl aHTUTenoobpasosanus, AT - arammarnobynuiemus, OBUH - obwas Bapua-
6enbHas MMMyHHas HefoCTaToqHOCTb, CLl IgA - cenekTuBHbIN Aeduumnt IgA
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nopakeHue Opyrux opraHoB. KnuHnyeckas kaptmHa B 60/b-
LUMHCTBE C/ly4aeB — NPOrpeccupyolas AbixaTebHas Heao-
CTaTO4YHOCTb. OCHOBHbIMU METOAMM AMATHOCTUKM SBNSKOTCS
npoBeaeHune KT nerkux, cnmporpadus, nokasatenu razoBoro
TpaHcnopTa, BpOHX0CKOMUS 1 BUONCUS Nerkoro, a Takxke noa-
TBEpXAeHWe reHeTuyeckoro gedekta OBNH [28-30]. Mbi by-
[leM paccMaTpuBaTh MHTEPCTULMAMBbHBIE MOPAXEHUS NErkux
B paMKax Nponn@epaTtmBHOro CMHAPOMaA.

B HaweMm peructpe y natm 6onbHbix ¢ OBMH 3aperu-
CTPUPOBaHbI MHTEPCTULMANbHbIE NOpaxeHus nerkux (3,5%
0T BCex nauueHToB ¢ [1A), KoTopble BbisiBNEHbI He B AebtoTe
3aboneBaHms. Y BCeX NATU NALMEHTOB NOPAXXEHUS MHTEPCTH-
LManbHOM NIErOYHOM TKaHU CONPOBOXAANMUCb NMMMMBOaaEHO-
naTven BHYTPUIPYLHbIX MMMdaTUyeckmx y3nos. MNaumeHtam
He NpOBOAMINCH MHBA3UBHbIE MCCNEA0BAHUS C TUCTONOIMU-
YeCcKMM MOATBEPXKAEHMEM BCIEACTBME BbICOKOrO pUCKA MH-
dekumi Ha doHe rnybokoro gedekTa aHTUTEN00Opa30BaHKS.
[laHHble NALMEHTbI MPUHUMAN CUCTEMHBIE TTHIOKOKOPTUKOU-
[bl (Ha4anbHas fo3a no npeaHM3onoHy ao 40 Mr/cyT, noanep-
XuBatowwme 1o3bl o 15 Mr/cyT). Hawm ceegeHns aHanormnyHel
[aHHbIM Apyrux uenTpos [17, 18, 20].

MposBNeHWeM annepruyeckoro cMHApoMa C nopaxe-
HMeM nerkmx 6bina 6poHxmanbHas actma (bA) y mauneHToB
¢ OA. Cumntombl BA otmMevanu 22 6onbHbix ¢ CL, I1gA (15,4%
oT BCex naumeHToB C [A). Y aaHHbIX 601bHbIX acTMa npoTe-
Kana nerko, c peaKkoi NoTpebHOCTbI0 B KOPOTKOLENCTBYHOLLMX
6poHXxoNUTMKax 1 He TpeboBana 6asmcHon Tepanuu. Cpea-
HWI Bo3pacT aebrTta coctaeun 9,7 ropga (01-03: 6,3-13,3).
Y 14 (63,6%) 60nbHbIX Bo3pacT febtota bA n [IA (B ciyyae CL
IgA) coBnagan. JaHHbI GakT yKa3biBAaET HA BaXHOCTb Onpe-
[LeneHns ypoBHS MMMYHOTNO6YAMHOB MpY NEPBMYHOM NOCTa-
HOBKe AmarHosa bA.

OTCyTCTBME MOPAKEHMIA NETKMX OTMEYANOCh TO/bKO B Le-
6toTe 3abonesarms y 1 naumenta cAlTny 6 - c OBMH (0,01
1 0,06% cooTBeTCTBEHHO OT BCeX 60nbHbIX ¢ [A). Moyt veT-
BepTb naumeHToB ¢ C[, IgA (n = 18, 19,1% oT Bcex 60bHbIX
¢ [1A) He nmenu nopaxeHui nerkux H1 B AebroTe, HU B Teve-
Hue 3aboneBaHus.

OBCYXXIEHUE

[opaxeHne nerknx xapaktepHo ans nauuentos ¢ [A. Ta-
Kne 6onbHble Hepeako HabNAAKTCS Y NYAbMOHOMOrA, OAHA-
Ko He obcnenytoTcs Ha npeameT MU 1 He nonyyatoT 3ame-
CTUTENbHYH TEPANUI0 BHYTPUBEHHBIMU UMMYHOTNOBYIMHAMM.
OnncaHHble NauMeHTbl 0EeMOHCTPMPOBAAM HEOAHOKPATHbIE
NMHEBMOHUU, Hannune BpoHx03KTa3oB 1 b3, nHtepcTuum-
anbHble 6onesHn nerknx, XOBJT u BA. Y HEKOTOPbIX UX HUX
BpeMs NMOCTAHOBKM AmarHo3a [1A 3aHA10 HECKONbKO AeCSTU-
neTuin. BMecTe ¢ TeM nccnenoBaHue ypoBHS UMMYHOrobynu-
HoB A, G, M, E KpoBM — 3T0 MpOCTOMN, BbICTPbIV M HELOPOron
MeToA [6]. HeobxoauMmo BKIKOYEHWE OnpefneneHns ypoBHS
MMMYHOTNOBYNMHOB B NiaH 06cnefoBaHMs NaLMEHTOB C He-
OOHOKPATHbIMU MHEBMOHMSAMM, BPOHXO03KTaTMYECKOM Bones-
HbIO M MHTEPCTULMANBHBIM MOPAXEHWEM NETKUX, OPOHXM-
aNbHOM aCTMOM M XPOHWYECKOM 0B6CTPYKTMBHOM Hone3Hbo
Nerkux, ycraHosneHHon no 40 net u 6e3 cratyca KypeHus,
Tak e Kak M HanpaBneHWe OaHHbIX NALUMEHTOB K UMMYHOSOTY.



KnuHuueckuii npumep

MysxumnHa 30 net. B petctBe Habnogancs no nosoay rv-
nonaasum NpaBoi MoYkK, B HACTOSILLLEE BPEMS CHAT C yyeTa
Hedponora. NepeHec 30 3NM3040B MHEBMOHMWI PAa3HOM N10-
Kanusaumum (oo Tpex pas B rog). ObpaiiaeT Ha cebs BHUMa-
HWe CeMeWHbIi aHaMHe3: oTel, yMep B 36 neT; y Hero bbiiu
yacTble 6POHX0NEroYHble MHMEKLMM, BPOHX03KTa3bl, LMPPO3
nedvexn.Y 6abyLIKkun 1 oefyLWKn (CO CTOPOHbI OTLA) — OHKOMO-
rmyeckune 3abonesaHus.

MauneHTy 66110 NpOBEAEHO MMMYyHONOIMYeckoe obcne-
[OBaHMe: BbiaBNEHO cHmxeHne CD19 knetok mo 0,01 x 10°
B /IMTPE U CHWXEHWE YPOBHSA MMMYHOrNobOynMHOB BCeX
knaccos (IgA 0,01 r/n, IgM 0,14 r/n, IgG 3,03 r/n). AHanu3
kposu Ha TP BMY, renatutel B u C — oTpuuatenbHble. KT
nerkux — 6e3 natonoruu. KT MIMH - kaTapanbHble M3MeHe-
HWS1 OKOMIOHOCOBBIX Ma3yX (Ha MOMEHT UccienoBaHUs Bbin
OCTPbIA CUHYCUT).

MNepBoHayanbHO y 60nbHOrO GbiNa 3aNo0A03peHA aram-
MarnobynnmHemus, B CBA3M C YeM MPOBOAWMAOCH UCCNEnOo-
BaHue B reHe BTK. [1aToreHHbIX BAapMaHTOB He BbisSBAE-
HO. 3aTeM naumeHTy Obl1 NPOBEAEH FeHETUYECKMI aHanu3
Ha onpeneneHune mytaumii reHoB OBMH. BbisiBneHa retepo-
3urotHas mytaumsa (c.487C > T) B reHe IKZF1. TeTepo3unrot-
Hble MyTaLUMKM B AAHHOM reHe accoummpoBaHbl ¢ OBMH, Tmn
13, ¢ ayTOCOMHO-AOMMHAHTHbIM TUNOM HacnenoBaHMs (BO3-
MOXHa nepefaya ot oTua). [eH KoaMpPYeT TPAHCKPUMLMOHHbIN
dakTop lkaros, KOTOpbI SBNSETCS KNOYEBLIM PErYNSTOPOM
NUMBOMIHBIX KNETOK Ha CaMblX PaHHWUX 3Tanax aumdono-
33a, cnocobcTByeT X AnddepeHLMpOBKe M CO3pEBAHUIO,

yyacTByeT B OPraHm3aLmu CTPYKTypbl XpoMaTuHa. Hapye-
HWe dyHKumKM Ikaros, BO3HMKalOLee B pe3ynbraTe BHYTPUTEH-
HbIX fleneunii 1 TOYeYHbIX MyTaumMi, NPUBOAUT K 610Ky And-
dbepeHuUMpoBKKN NMMBONIHbLIX KNeTok [31-33].

[aHHbIA KNUHUYECKUI NPUMED ABNFETCS TUMUYHBIM AN4
60nbHbIX OBUH 1 noguepkmBaet ponb 3aboneBaHnin nerkmx
KaK Mapkepa nepBMYHbIX UMMYHOLEDULNTOB C HAPYLIEHU-
€M CMHTe3a aHTuTen.

BbIBO/AbI
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