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THE ROLE OF INNATE LYMPHOID CELLS IN THE PATHOGENESIS
OF IMMUNE INFLAMMATION IN PATIENTS WITH ULCERATIVE COLITIS
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Innate lymphoid cells (ILCs) originate from the same lymphoid precursor as other lymphocytes and may
mirror the phenotypes and functions of CD4" T cells. However, in contrast to CD4* T cells, ILCs do not
express acquired antigen receptors or undergo clonal selection and expansion when stimulated. Three main
types of ILCs are known nowadays: ILCls, ILC2s, ILC3s which are differentiated by the cytokines the re-
lease. The article presents some new data on the role of innate lymphoid cells in the pathogenesis of chronic
immune inflammation in patients with ulcerative colitis by the production of proinflammatory cytokines
IFNy, IL17. These cytokines released by ILCls and ILC3s may be crucial in the maintenance of immune
inflammation in patients ulcerative colitis.
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O611as1 BaprabeabHasi MMMyHHast HemoctaTouHocTs (OBUH) oTHOCHTCS K TpyTINe epBUYHBIX UMMYHOIIE-
(buuMTOB M MpencTaBisieT CO00i reTepOreHHbIA CUHAPOM, XapaKTePU3YIOIIMIACS TPEeUMYIIECTBEHHbBIM Iopa-
JKEHMEeM T'yMOPaJIbHOTO 3BeéHa UMMYHUTETA B COYETAHUM C IPYTUMUA UMMYHHBIMU HAPYILLIEHUSIMU, B YACTHOCTU
¢ M3MeHeHUsIMH T-KJ1eToYHOTo 3BeHa UMMYHHUTeTa. OCOOCHHOCTRIO TAHHOTO TIEPBIYHOTO MMMYHOICUITATA
SIBJISIETCSI BO3MOXKHOCTh €TI0 Pa3BUTHSI B JIIOOOM BO3pacTe, HO y OOJIBIIMHCTBA OOJMBHBIX MaHU(ecTalus 60-
JIE3HU TIPOMCXOAUT Ha BTOPOM AECSATWIETUN XU3HU. ONMHAKOBO YacTO CTPAIalOT MYKUMHBI U YKEHIIUHBI.
Kimnnueckumu nposisaeHusiMu OBUH saBnsitorcst 6akTepuanbHbIe, BUPYCHbIC M TPUOKOBBIC MH(MEKIINH, IS
KOTOPBIX XapaKTEPHO XPOHMUECKOE WM peliMaAnBUpYtoliee TeueHue. [1o Jokanu3aim npeodiaaioT nopaxe-
HUSI OPOHXOJIETOYHOM CUCTEMbI: OCTPbIe THEBMOHUM, TTPEUMYIIIECTBEHHO TSKEJIOTO TEUSHUST; XPOHUIECKUIA
OpOHXUT MPAKTUYECKU BCETAA OCIOXKHSIETCS OPOHXO3KTAaTUUEeCKOM 00J1e3HbI0 U 3a00neBaHust JIOP-opraHos
(otutsl, cuHycuthl). Heckonbko pexe Bctpeuaercs nopaxenue XKKT, ayroummyHHbIe, numMboriponudepa-
TUBHBIC U aJUTepridecKue 3a0o1eBanns. OCHOBHBIM METOIOM JICUSHUST JAHHOM KaTerOPUH OOJTbHBIX STBIISIETCS
MOXKM3HEHHAsT 3aMeCTUTEIbHAs Teparysl mpernapaTaMyu MMMYHOTJIOOYJIMHOB JIJ1S1 BHYTPMBEHHOTO BBEACHUSI
(BBUT). CornacHo DemepanbHbIM KIIMHIIECKIM peKoMeHmanmsM (2014) BBUT umeer 2 pexkuma 103Upo-
BaHUsI U BBOAMATCS exxeMecssuHo. [1py anekBaTHON 3aMeCTUTENbHON MOXKU3HEHHON eKeMECSIMHON Tepanuu
BBUTI y marmmenToB ¢ OBMH mponosKuTeIbHOCTD KU3HM HE OTJIMYASTCS] OT TIPOIOJIKUTEIBHOCTH XKU3HU
B 00bIUHOI monysituu. [Ipu orcyrcTBUM 3amectutenbHoi Tepanuu BBUT y 6onbHeix OBUH Bo3MoOKHO
pasBuTHe JieTalbHOro ucxona. Ha cerogHsiHuii 1eHb CYIIECTBYIOT TP OCHOBHBIE MPOOJIEMbI, CBSI3aHHBIE
C JJAaHHOW TAaToJIOTHEeN — MO3AHSISI AMArHOCTUKA 3a00J€BaHUSs, TPYIHOCTU JIEKAPCTBEHHOTO JIbFOTHOTO 00e-
CIIEYCHUSI OTIEIBHBIX KaTeropuii 00JbHbIX. Oc000 0CTpO cTOUT MpobreMa (hopMUpPOBaHUS TTPUBEPKEHHOCTH
Tepanuu (IocTHKeHne KoMIiiaeHca) y 6onbHbix OBMH.

Kmouessie ciioBa: O611as BapuabdenbHass MMyHHast HegoctatouyHocTh (OBUH), koMrmaeHce, BHY-
TpUBEHHBIC UMMYHOT100yTMHE (BBUT)

DOI: 10.31857/S102872210002616-2

POCCUMCKHUI UMMYHOJOTUYECKUI XKYPHAJL, 2018, Tom 12 (21), Ned



Ilkona-kougepenyus «Annepeonoeus u KAUHUHECKAS UMMYHOAORUS>

ABTOpBI:

BacuiabseBa M. M., K.M.H., 3aBenyoliasi Kaheapoit KIMHUIECKO
JTabOpaTOPHOW NUATHOCTUKU, aJUIEPTOJIOTUA Y MUMMYHOJIOTUN
KI'bOY AIIO MHCTATYT TOBBIMICHWS KBaIM(UKALUKA CIIe-
LIMAJIUCTOB 31paBooxpaHeHust M3 Xabaposckoro kpasi; KI'bY3
KpaeBasi kiamHuueckass OonbHuLia No 1 mmeHu mipodeccopa
C. U. Cepreena, XabapoBck, Poccus;

IlIecronmanosa U.JI., KI'BY3 Kpaesas kiuHnueckas 60JIbHULIA
Ne 1umenu npodeccopa C. M. CepreeBa, XabapoBck, Poccus.

Beenenue. [Tpobiema BEIMOJTHEHUST BpauyeOHBIX
Ha3HAYeHWI MalleHTAMU SIBJISIETCS OOJIBIIION TTPO-
0J1eMOI1 B COBpEMEHHOM MEIUIIMHE BO BCEM MUPE.
IIpuBep:keHHOCTH ITAIIEHTOB K BHITTOJIHEHUIO Bpa-
YyeOHbIX PeKOMEHAAIIMI CeromaHs sIBJISIETCS J0CTa-
TOYHO HU3KOM: KAK MUHUMYM 45% mnalneHTOB UX
He BBIMOJIHSIOT. [Ij1s1 0003HaYeHUsI IPaBUIbHOCTU
co0JroneHKsI 00JIbHBIM PEKOMEHIAIINIA Bpayda IIpeI-
JIOXXEH TepMUH KOMILIacHC (aHTJI. compliance — co-
rjacue, COOTBETCTBUE) B MEIUIIMHE — 3TO 100pO-
BOJIBHOE CJIeOBaHME IallMeHTa MpeanrcaHHOMY
pexumy jgedeHusi. CorjlacHO IPOBEIEHHBIM Mac-
IITAaOHBIM MCCJIEAOBAHUSIM, HOJITOCPOYHAS IIPU-
BEP>KEHHOCTbD ITAIIUEHTOB JIIOOOMY JICUSHHIO, He3a-
BUCHUMO OT 3a00JieBaHUsI, He TIpeBbimacT 50% (rpu
runeproHnyeckoi 6one3nu —40%, rpu caxapHom
nnabere u smuiaencun —S50%, Tpu OUCTUITUIC-
My —62%).

Ocoboe BHUMaHUeE TpobiieMe KoMILIaeHca yae-
JISIETCSI B CIy4ae XpPOHUUYECKUX MPOTPeCcCUPYIONINX
3a0oJyieBaHUI TPUBOMSIINX K COKpAIIEHUIO TTPO-
IOJDKUTEIBHOCTH XKU3HU, K KOTOPBIM OTHOCUTCS
u OBHUH. Ilpu naHHOW MaTOJOTMU MEIUILIMH-
CKME PEKOMEHIALIMU SIBJISTIOTCS MMOXW3HECHHBIMU,
U ycrex JIeYEHUs] JOCTUTaeTcsl TOJbKO IMpU IJIv-
TeabHOI Teparnuu. IToaTomy oT 6071bHOIO TpEOyeT-
cs1 OOJIBIIIOE YIIOPCTBO B MPABMJIBHOCTH BBITIOIHE-
HUS Ha3HAYCHMI Bpava.

Martepuansl 1 MeToabl. [IpoBeneH aHanu3 me-
JUIIMHCKOM JOKyMeHTauuu 3a Tnepuon 1997—
2017 r.t.

9 00JBHBIX ¢ arHo30M: [lepBUYHBIN UMMYHO-
neduuut. O01Iasa BaprabelbHass UMMYHHas! HE10-
cratouHocTh (OBMH) st olleHKU YypOBHS TMpU-
BepxkeHHocTu Tepanuu BBUT. Cpennuit Bo3pact
nanueHToB cocTaBui 28,5+3,5 (Mxm). Ilepuon
oT MaHHMdeCTaluM KINHUYECKUX IIPOSBICHUN
OBHWH no MoMeHTa yCcTaHOBJEHHUSI AMArHo3a co-
craBun 10,6+3,25 (M+m) ner. C ycTaHOBJICHHBIM
nuarHozom OBWH naumeHThl HaOgOgaOTCS B
KpaeBOM IIEHTPE aJIeprojoruyd M KJIMHUYECKOM
uMmyHosioruu ot 6 1o 20 yet. Y 3 -X mauueHToB
3aboJieBaHUE 1eOIOTUPOBAJIO B JETCKOM BO3pacTe.
V 6 malyeHTOB IposiBieHUe 3a001eBaHNS OTMEeYa-
JIoCh mocjie 25 JeT.
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Ilpouecc Mapuipytuzauuu OOJIBHBIX C YCTa-
HOBJICHHBIM IMaTHO30M 3aKJII0UaceTCsI B BeIeHUU
npenapatoB BBUI' B 1HeBHOM cTallMOHApe IO Me-
CTy XUTEJIbCTBA (IMALIMEHTHI MPOXUBAIOT B Pa3HBIX
patioHax XabapoBCKOTo Kpasi) JTMOO MpU TOCIIUTaA-
JIM3ALIMM B ITYJIbMOHOJIOTMYECKOe oTnesieHne Kpa-
€BOI KIIMHUIECKOM O0TBHUIIBI No 1.

B o06s3aTenbHOM TOpsiaAKe MpoBoAUTCST Oecena
C pOICTBEHHMKaMMU o XapakTepe 1 TeueHrurn OB H.
Hasnauenune Tepanuu, MMMYHOJIOTUYECKHNE WC-
cJIeIOBaHUS IIPOBOASTCS B KpaeBOM IIEHTPE ajl-
neproioruu 1 umMmyHonornuu KI'bY3 KKb No 1
crenuaaIicTaMy ajlJIeprojioraMu-uMMYHOJOTaMU.
JAnHaMu4ecKoe KIMHUYECKOe HaOII0IeHUE OCY-
LIECTBIISIJIOCHh KpaeBbIMU cIleluanucTaMmu 1 pas
B 6 MecsleB WU 110 KIMHNYSCKUM ITOKA3aHUSIM.

Pesyabratsl. [Tpu manHoi maTosorum Handosaee
YacTo ITOpaKaeTcsl peCIMPaTOPHBIN TPaKT: XpOHU-
yeCKUil OPOHXUT HAMU AuarHocTupoBajcs y 81%,
ocTpasi BHEOOJIbHUYHASI ITHEBMOHMSI CPEIHEI TsI-
KeCTU U TsiKeaoro TeueHus — 100%. bpoHxosk-
Ta3bl JUArHOCTUPOBAHbLI ¥ 2 X mauueHToB. B 86%
cliygaeB MMEIN MECTO XPOHUYECKHE PELUINBU-
pylole THOMHBIE TAWMOPUTHI, y 2-X MAIIMEHTOB —
THOWMHBIA MEHUHTOHIIE(MAJIUT.

Y nopaBagomero OOJBIIMHCTBA OOJbHBIX
¢ OBMH Hauano 3aboieBaHUsI KIMHUYECKU IIPO-
SIBJISVIOCH TTOpaXKeHNEM PECIMpPaTOPHOTO TpaKTa —
Pa3BUTUEM OCTPOU ITHEBMOHUM PA3JIMYHON CTEIIEHU
TsKecTu. OgHako y 1 00AbHOro 3aperucTpupoBa-
HO IepBOHayajabHOe mopaxeHue mMeHHO KKT —
yIIOpHasl auapesi ¢ pa3BUTHUEM CHUHIpPOMa Majibal-
copOouuu.

IMpakTruecku y Bcex 9 6ombHbIx OBUH (100%)
OTMevaauch TepepbiBbl B BBeneHurn BBUI nnu-
TEJIBHOCTBHIO 2—4 Mecslia, 4TO ObIJI0O B OCHOBHOM
CBsI3aHO C MEIULMHCKUM oOOecreuyeHueM Je-
KapCcTBeHHBIMU MpenapaTtamMu. OQHAKO IaHHBIE
MepephIBbl Y OOJIBHBIX, MIMTEILHO HAaXOMSIIUXCS
Ha noaaepxusatolieit noze BBUI', kak npaBulio,
He BbI3bIBaJIM CEPhE3HBIX THOMHO-BOCTIAJIMTEIbHBIX
OCJIOXKHEHUMN.

Y 4 6onbHBIX (44%) OTMEUYeHAa CaMOCTOSITEITb-
Hast orMeHa Tepanuu BBUI Ha gnuTtenbHOE Bpe-
M — bosiee 6 MecsiiieB. M3 HUX — MO JOCTUKEHUU
COBEPIICHHOJIETHS, TTIOCTYIUIEHUN Ha yueOy B BY3
y 2-X IMallMEeHTOB OTMEUYaJIMCh CAMOIIPOU3BOJIbHBIC
nepepbiBbl B BeneHun BBUI', Ho He Ooliee yem
Ha 6 MecsIIeB, YTO He OBLIO COMPSIKEHO C Pa3BUTH -
€M KaKUX-JTU0O0 TSLKEIbIX MH(PEKIIMOHHBIX OCIIOX-
HeHUit. [1o OKOHYaHWM MHCTUTYTA B OMHOM ClIydae
npou3olien MoJaHbIA oTka3 oT BBeaeHuss BBUT
(o, BAMSIHUEM POJICTBEHHUKOB) IJIUTEIHbHOCTHIO
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OoJiee 2 €T, UTO MPUBEJIO K TPAarnueCKOMY MCXOY.
B npyrux 2-x ciyvasix — nuarno3 OBMH 6bu1 nua-
THOCTMPOBAH Yy MYXYMH B Bo3pacte 25 u 30 ner.
VY ImaHHBIX MAIMEHTOB OTMEYAaJIOCh PEryJIspHOE
npepoiBanue tepanu BBUT pnutenbHOCTBIO 00-
Jee 2—4 JieT, 4TO MPUBOAUIIO K TSKEJIBIM TPOSIB-
JIeHUSIM MH(DEKIIMOHHOTO CUHAPOMA: 000CTpeHUs
THOMTHOTO OpoHXUTa ¢ (popMHpPOBaHHEM OPOHXO-
9KTa30B, OCTPHIM ITHEBMOHUSIM TSXKEJI0TO TEUSHMS,
YTO TPeOOBAJO TMOYTU MOCTOSITHHOTO Ha3HAYCHMSI
aHTUOAKTEepUAJIbHOW Tepanuu M TOCMUTaIU3alun
B CTallMoHap. Y OJHOTO MallMeHTa pa3BWICS THOM-
HBIIT MEHWHTO3HIe(haTIUT, YTO MOTPeOOBaANIO 2-X
MeCSIYHOro TIpeObIBaHMs B cTalimoHape. TeMm He Me-
Hee, TIPUBEPKEHHOCTh K Tepaliy y JaHHBIX ITalll-
€HTOB COXpaHsUIaCh Ha MPOTSLKEHUU He Goliee 5—6
MecCsI1IeB MOoCje MepeHeCeHHOro 3a00eBaHusl, 3a-
TeM MalMeHTbl BHOBb MpeKpaiaiu BBoauts BBUT
JTO OYE€PETHOTO KITMHUYECKOTO MPOSBJIEHUSI THOWHO-
BOCITAJIMTEJIBHOM MATOJOIMM (OCTpasi MTHEBMOHUS
TSKEJIOTO TeUeHMsI, THOMHBIN OpOHXUT U TIp.). Y 1
0OJILHOTO KJIMHUKA MPOTrPEeCCUPYIONIEr0o TeYEHUS
XPOHUYECKOTO THOMHOTO OOCTPYKTUBHOTO OpPOH-
XHTa C pa3BUTHEM OpPOHXO3KTAa30B, BHIPAXKECHHOM
NbIXaTeJIbHOM HEIOCTaTOYHOCTbHIO, IPUCOEAUHE-
HUE OCTPOI THEBMOHUM 3aKOHYMJIOCH JIETAJIbHBIM
ucxonom. [lepepbiBbl B JIeUeHUM B OCHOBHOM I1a-
LIMECHTHI CBSI3BIBAJIN C OOSI3HBIO ITIOTEPSITH padoTYy.

OtmMmeuaeTcsl Xopollasi IpUBEepP>KEeHHOCTh Tepa-
nuu BBUT y 6onbHbix ¢ OBWH npu orcyrcTBUM
TSIKEJIbIX THOWHO-BOCMAJIUTENbHBIX 3a00JIeBAHUN
B ciIydae Bepu(pHMKallMM IMAarHo3a B IeTCKOM BO3-
pacTe, Koraa OTBEeTCTBEHHOCTD 3a IOJIyYeHUE Jieue-
HUS Bozjarajach Ha poauTteneit. Jlo HoCTUXeHus
COBEPIIEHHOJIETUST Y JaHHBIX MAllMEHTOB OTMeYa-
JIach TIOJIHAsI KJIMHUKO-JIabopaTopHas KOMIIEHCA-
14 3a007eBaHus HA (pOHE 3aMeCTUTESIbHOM Tepa-
nuu BBUT.

O6cyxnenue,/BbiBoAbl. TakyiM 00pa3oM, KIUHU-
yecKre 0COOCHHOCTH TeUueHMsI 3a00JieBaHUsI, 0CO-
OEHHOCTHU TepareBTUUYECKON MmporpaMMbl (TTOXN3-
HeHHoe exxemecsuHoe BBeneHue BBUT), cHukator
MpUBEPXKEHHOCTh Tepanuu y 6oabHbIXx OBMH.

C Ipyroii CTOpOHBI — MCUXOJIOTUYECKHE OCO-
OEHHOCTHU NallMeHTOB, OTBETCTBEHHOCTh B3POCJIbIX
3a 3[I0POBbE NIETEN, KaK MPpaBUJIO, TIOBBIIIAET MTPU-
BepxKeHHOCTh K Tepanuu BBUI' cpenu maHHoro
KOHTUHTEHTA, B TO BpeMsI KaK Y B3POCJ/IbIX ITallUeH-
ToB ¢ OBMH 3HauuTenbHO CHUXKAETCS KOMILIaki-
€HC, B OCHOBHOM 3TO CBSI3aHO C 00OECIOKOEHHO-
CTBIO 32 COXpaHEHHWE CBOEro paboyero MecTa.

Huzkas npusepxeHHocTh Tepanuu BBUI
y OOJIBHBIX ¢ XPOHUYECKUM ITPOTIPECCUPYIOIIUM 3a-

Kpamkue coobuenus

OosieBaHUEM, TIPUBOIAIIUM K COKPAIIEHUIO TIPO-
nomkutenbHocTr Xnu3Hu — OBUH nmpuBoauT K pa3-
BUTUIO THOMHO-BOCHAJIMTEIbHBIX 3a0o0JieBaHUI
M, B OCHOBHOM, BbIpaxkaeTcsl B Pa3BUTUU OCTPBIX
BHEOOJIbBHUYHBIX ITHEBMOHUIA TSKEJIOTO TEUYESHUS,
THOMHBIX OPOHXUTOB U raliMOpUTOB. JlaHHBIE KJI1-
HUYECKUE MPOSIBJICHUS MPUBOAAT K MHBATUIMU3A-
UM MAlWUEHTOB, 3HAYUTEIBHOMY YIOPOXAHUIO
JICUCHMUSI, a B HEKOTOPBIX CIIyJasiX MOXKET IIPUBECTU
K JIeTaJIbHOMY MCXOIy.

BosmoxxHbie myTy (hopMUpOBaHUST TPUBEPKEH -
HocTu Tepanuu mauueHToB ¢ OBUH: nadopmu-
poBaHUWEe HaceJeHUs 0 BOmpocaM 3a00JIeBaHU,
CBSI3aHHBIX C TaTOJOTMEM MMMYHHOI CHUCTEMBI;
MOBBIIIIEHUE OCBEIOMJIEHHOCTH O MEPBUYHBIX UM-
myHoaeduuuTax 1 06 OBMH B yacTHOCTH, cpenun
MEIUIMHCKUX paOOTHUKOB; YMEHbBIIIEHIIE BpEMEHH
Ha npouenypy BeeaeHuss BBUT 3a cuet ncnonb3o-
Banus 10% BBUI'. B nepcnekTrBe — mpuMeHEHUE
nperapaToB UMMYHOIJIOOYJIMHOB JIJIsSI TOAKOXHOTO
BBEJICHHUS, YTO JTACT BO3MOXKHOCTb CAaMOCTOSITEJb-
HOTO MPMMEHEHMS IIperapara naleHTaMuU.

Kpome Toro, Bo3MoxeH Iepexona OT MmaTepHa-
JIMCTCKOW Monenu K 6oJjiee COBpeMEHHOW MO
OTHOIIIEHUI MEXIy BpauoM 1 ITallMeHTOM.
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ADHERENCE TO IVIG THERAPY IN PATIENTS
WITH PRIMARY IMMUNODEFICIENCY: COMMON
VARIABLE IMMUNODEFICIENCY (CVID)
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Common variable immunodeficiency(CVID) refers to the group of primary immunodeficiencies and is
a heterogeneous syndrome characterized by a predominant defect of the humoral immunity in combina-
tion with other immune disorders, in particular, with changes in the T-cell immunity. The peculiarity of
this primary immunodeficiency is the possibility of its development at any age, but in most patients mani-
festation of the disease occurs in the second decade of life. Men and women often suffer equally. The most
frequent clinical manifestations of CVID are bacterial, viral and fungal infections, which are characterized
by a chronic or recurrent course. Localization is dominated by lesions of the bronchopulmonary system:
acute pneumonia, predominantly severe course; chronic bronchitis is almost always complicated by bron-
choectatic disease and otitis, sinusitis. Gastrointestinal lesions, autoimmune, lymphoproliferative and al-
lergic diseases are somewhat less common. The main method of treating this category of patients is lifelong
replacement therapy with immunoglobulin preparations for intravenous administration (IVIG). According
to the Federal Clinical Guidelines (2014), IVIG has 2 dosing regimens and is administered monthly. With
adequate replacement life-long monthly IVIG therapy in patients with CVID, life expectancy does not
differ from that in a normal population. In the absence of a substitutetherapy IVIG in patients with CVID
may develop lethal outcome. To date, there are three main problems associated with this pathology — late
diagnosis of the disease, the difficulties of drug benefits for certain categories of patients. Particularly acute
is the problem of the formation of adherence to therapy (achievement of compliance) in patients with
CVID.

Key words: Common variable immunodeficiency (CVID), compliance, intravenous immunoglobulins
(IVIG)
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