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POJIb MIPOTOYHOU LUNTOMETPUU B AUATHOCTUKE
BPOXLOEHHbBIX UMMYHHbIX OLUNBOK

Posymbetos PK., Ucmannosa A.A., PaxumxoHos A.A., Kacumosa M.C.,

Kapumosa [.C., Akbapos Y.C., Lep J1.B.

WNHCTUTYT MMMyHONOrum n reHommkn Yenoseka AH PY3

XULOSA

Lucie Roussel et al. o'zlarining magolalaridan
birida  birlamchi  immunitet  tangisligini  nafis
ta'riflaganlar: “Birlamchi immunitet tangqisligi inson
immunobiologiyasini ochish uchun tabiiy eksperimental
modellarni ifodalaydi”. Amaliyotchi shifokorlar, genetik
testlardan so'ng ham, natijalari har doim ham aniq
bo'lmagan VOIni tashhislash ko'pincha qiyinligini
bilishadi. Bunday hollarda immun tizimining fenotipik
Jihatlarini  tahlil qilish tavsiya etiladi, masalan:
immunoglobulinlar darajasini aniqlash yoki immun
hujayralarining  turli  populyatsiyalari  darajasini
tekshirish. Ushbu magqolada VOI tashhisida oqimli
sitometriyasidan foydalanishni ko'rib chigamiz.

Kalit so'zlar: immunitet tangisligi, diagnostika,
oqimli sitometriya.

ITepBbM onucannbiM cityuaem ITWJ] cran ciyuaii,
onucanubll B 1952 rogy O.I. Bpyronom. bpyTton He
TOJIBKO OTKPBUT HOBYIO OOJIE3Hb, H3BECTHYIO KaK araMma-
I0OYJIMHEMHUS], HO M CMOT J0Ka3aTh IPUUYUHY 3TOTO 3a-
OoneBaHus. DTO OTKPBITHE CTAJIO BA)KHOM BEXOH B HCTO-
pun usydenus [TN]], mponokus nyTh K JaJIbHEHIIIUM HUC-
CJIeI0OBaHMAM M pa3paboTKe METOAOB AUATHOCTHKH H JIe-
qeHust ATUX 3a0oeBanuii[8]. C Tex mop MpoIIio MHOTO
JIET, ¥ B JaHHBIH MOMeHT u3BecTHO Oosee 400 TN /I, ko-
TOpBbIE HBIHE TAK)Ke HA3bIBAIOTCSI BPOXKAECHHBIMHU OILINO-
kamu ummyHHTeTa (BON)[14]. IIpakTHKYIOMUIM Bpadam
HM3BECTHO, YTO YacTO MocTaBuTh auartno3 BOU OwiBaer
3aTPyAHUTENBHO, JaXKe I0CNIe TeHETHYECKUX TECTOB, pe-
3yJIbTaThl KOTOPBIX HE BCErna ObIBAlOT OJHO3HAYHBIMU.
B Takux ciydasx peKOMEHIYeTCSl NMPOBOAWTH aHAIM3
(hEeHOTHUNMYECKUX aCTEKTOB MMMYHHOW CHCTEMBI, Ha-
IIPUMEp: YCTAaHOBUTH YPOBEHb MIMMYHOIIIOOYIMHOB, HIIH
MIPOBEPUTH YPOBHU PA3IMYHBIX TMOIMYJISIUA UMMYHHBIX
KIIETOK.

IIpu nedpummre CD40L Habmromaercst X CIerIieH-
Hblit cunapom runep IgM (HIGM1), xoropslit nposiB-
JSeTCSl y MaJbuMKOB YacThIMU WH(EKIMOHHBIMHU 3a-
OoNeBaHUSMU JIETKUX M JKEIYJOYHO-KHIIEYHOTO TpaK-
Ta(KKT), nefirponenueii, xonanrutom u 1.1 14,5]. Ho
CaMbIMU SIPKUMH MPU3HAKAMH SBJIAIOTCS MTOBBIIICHHBIHN
ceiBopoTouHblil IgM, orcyrcrBue sxcmpeccun CD40L
Ha T xnerkax u orcyrcrBue CD23- IgD-CD27+ B xie-
Tok mamsaTH [13,14]. IlaTtorene3 maHHoro 3a0oJIeBaHHS
ocHoBaHn Ha otcyrctBue CD40L-CD40 crumymsayn
mexay CD4 T xnerxoit u B knetkoil. B pesynsrare He
MIPOMCXO/IUT TEPEKIIIOUSHNUST KJIACCOB MMMYHOIIIOOYIIH-

SUMMARY

In one of their articles, Lucie Roussel et al. elegantly
described primary immunodeficiency: primary immuno-
deficiencies serve as natural experimental models for un-
raveling human immunobiology. Practicing physicians
know that diagnosing PID can often be challenging, even
after genetic testing, the results of which are not always
definitive. In such cases, it is recommended to analyze the
phenotypic aspects of the immune system, for example,
assessing immunoglobulin levels or checking the levels
of different immune cell populations. In this article, we
will discuss the application of flow cytometry in PID di-
agnostics.
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HOB[13]. Ilpu ananuse B kieTok mamsith CTOUT 0coboe
BHHUMaHHE 00paTUTh HAa MapKephl cyomomysiiuu. Beapb
€CIIH TIPOBOAUTH MPOTOYHYIO IUTOMETPHIO HCIONB3YS
TonbKo o0muii Mapkep CD27 B kieTok maMsTé, MOXHO
obHapyxuTh nonyisiuio CD27+ [gD+ u npuiitn K 10%k-
HOMY BBIBOZy 00 OTCyTCTBUU 3a0oneBanusi[5]. Jedurur
CD40 (HIGM 3) cxox ¢ HIGM1 knuHM4Yecku u J1abo-
PaTOPHBIMHA TOKA3aTEJIIMH, HO OTIIMYAETCS ayTOCOMAITh-
HBIM PELIECCUBHBIM TUIIOM HacliegoBaHusi[ 1]. MexaHuzm
maroreHesa Toxe omuHakoB, nedexr B CD40L-CD40
CTUMYJISIIMU. B mocriencTBum He HaOmomaercs mepe-
KIIFOYEHNE KIIAaCCOB MMMYHOIJIOOYTHHOB B B KieTkax,
NPUBOJISI K TIOBBINICHHOMY [gM, M CHWKCHHIO IIPYruxX
KJIaCCOB MIMMYHOTIIOOY/IMHOB [ 1,14].

[Ipomomwkass TeMy KOCTHMYJIATOPHOTO KOMILIEKC
CD40L-CD40, crout ormMeTuTh, uto JI1o et al. ¢ ucmonb-
30BaHMEM KOHKYPEHTHBIX CMECIIAHHBIX XHMEp IOKa3a-
i, uro ICOSL BakeH JuUisi MHAMBUIYaJBbHOTO Y4acTHs
B-kneToxk B peakuuMM TEPMHUHATHBHOTO MLEHTpAa U WX
i GepeHIMPOBKU B TIA3MaTHUECKUE KIETKH KOCTHO-
ro mo3ra, u 6osiee Toro ICOSL criocobcTByeT B3anmo-
nenctButo T kieTok u B-kieTok, TeM caMbIM 3amycKas
CD40L-CD40 ctumynsinuto [6]. CD40 nosblimmaer dKc-
npeccuro ICOSL, B criencTBUY BO3ZHUKAET MOJIOKUTEIb-
Ha iewist. Kommmieke ICOSL-ICOS odenp BakHA TIPH aK-
TUBAIMK, Kak T KIeTOK 1 B KIIeTOK, U y4yacTByeT BO MHO-
rux npoieccax [7]. ICOSL skcnipeccupyercsi Ha aHTUTeH
MIPE3CHTUPYIONNX KIIETKaX, BKIoUas B kieTok, B TO
Bpems kak, I[COS skcnpeccupyercs Ha T KlleTkax, ecte-
CTBEHHBIX Kuiuiepax u ap[7]. Manudecranus nepunura
ICOSL nanomunaetr HIGM, HoO oTinuaeTcs HEKOTOPBIMU
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anemeHTamu. Habmromaercs 9acTeie WHPEKINA B JIETKHX,
HEUTPOTIEHNS, W MOHMKEHHBIN YPOBEHh HMMYHOTIIO0Y-
JUHOB, HO B ominure oT HIGM HabmiomaeTcst mOHMKEH-
Hoe konmyecTBo T kierok[11]. B 1o6aBok, y 3Tux 60Jib-
HbIX MoHWKeHbl CD27+ IgD+ B kneTku, 9to He Ha0Imo-
naercst y 6onbHbIX HIGM. Tak e y marmmentos ¢ HIGM
ObIBaeT MOBBILEHHBIH [gM B omiiMuue y OOJNBHBIX C Jie-
¢urmrom ICOSL. BaxxHo ormeTuth, yro ICOSL cunTe-
3upyercs B xieTkamu, HO HE SKCTIIPECCHPYETCS Ha MEM-
OpaHe W HakaruMBaeTcs B anmapare [oibKu, T.e. Tel-
TUHT JOJDKeH ObITh cienyrommum: CD19+ ICOSL- [11].
VYnusurensHo, HO npu aedunute ICOS, konnuectso T
1 B kieTok B HOpMe, XOTs JIOTHYHO OBLIO OBI OXKHIATh
noHrKeHue, Tak kak, koctumyisiius [COSL-ICOS na-
pymaercs [7]. Maaudecranus nepurmra ICOS: gacTeie
WHQPCKIMH, ayTOMMMYHHAsI HCHTPOIICHHS, TaCTPOIHTE-
puT, Tpanynémsl 1 runoradyimHeMus [15]. Xots komnu-
4gecTBO T KIIETOK U B HOPME, Y 3TUX OONBHBIX HapyIIeHa
npoaykmus rutokuHoB. Klaus et al. mpogemoHcTpupo-
BaJIM 3TO CTUMYJIHPYs T KIeTKU OONBHBIX ¢ AePUIUTOM
ICOS mpu nomomu anti-CD3, anti-ICOS u anti-CD28
anTuTel. B pe3ynbraTte HaOII0IaI0Ch TOHMKEHHBINH YPO-
BeHb npoxykiwu IL-10 u IL-17 mo cpaBHEHHUIO C KOHTPO-
sieM. XOTsI OHU U3MEPSUTH YPOBHH IIHTOKHHOB B YUCTHIX
MOIYJISIIMASAX, TAKOH K€ IKCICPUMEHT MOXKHO MPOBECTH
WCTIONB3YSI TPOTOYHYIO ITUTOMETPHIO C TIOMOIIBIO BHY-
TPUKIIETOUYHBIX aHTHTEN[9].

Cymectpyer Bcero suiib 3 BOU, xoTopble Hacie-
IYFOTCSL TI0 HETaTWBHO JOMHUHAHTHOMY MEXaHHU3MY, U
nedunut IKAROS onun u3 Hux [14]. IKAROS wurpaer
BaXXHYIO POJIb B TeMaToron3e B kieTok, u gexenus u My-
TalUK B 9TOM I'CHE aCCOLMUPOBAHBI C OCTPOIi TrmMpoOITa-
cruueckoit steiikemun (OJLJT) [12]. [lauments ¢ nedunu-
ToM IKAROS cTpamaroT oT 4acThIX JIETOUHBIX MH(EKITUH,
THITOTaMMAarI00yTHHEMIH, TTOHIKEHHBIM KOJHYECTBOM
B KIJIETOK, U Y HCKOTOPBIX HAOIOMACTCS CMEIICHHOE CO-
ornomenne CD4/CDS kierok [3,10]. Kuehn et al. u3y-
9B 29 OOJBHBIX, TPOJAEMOHCTPUPOBAJI, YTO BCETO Y 2 U3
29 6ompubIX pazsuiics OJIJI, xotst IKAROS wurpaet Bax-
Hyto poib B 3ammte ot OJIJI[3]. 8 u3 29 GoNbHBIX, XOTS
OBLIH aCHMITOMATHYHBIC, UMEITH THIIOraMMario0yIHHe-
Mmuto. HecMoTpst Ha oOliiee MOHIKECHHOE KOJIHYECTBO B
kietok, CD27+ CD19+ B kneTku mamsatu Obutd 00HApY-
JKEHBI y BcexX oOcienoBanubix (14 n3 14). Tak ke cTouT
OTMETHTh, 4TO y 4 OOJibHBIX, Hpoiudepamus T kieTok
ObuIa conocraBuMa ¢ KoHTpoieM [3]. XoTs HapylieHue
npoudepaniuy U akTuBauu T KIETKH HaOII0IaIoch y
nepBoro OoipHOTO ¢ jgedumurom IKAROS [4]. Bonee
toro, Goldman et al. oGHapy>xui orcyrcrBue NK kietox
u T xnerox (CD45RO+CD3+) namsiTi y 3TOro naiueH-
Ta [2]. YuuTeBas BBINIEYKAa3aHHOE, KAXKETCSI CIIOPHBIM
NpuBeNeHHbIe B Kiaccuukamuu 2022 roga maHabe 00
ocobennoctsx nepuunta IKAROS, e ykazaHbl oTcyT-
crBue T u B xi1eTok maMsTH Kak XapaKTepPHBIMH YepTaMU
naHHoro 3aboneBanus| 14].

3AKIIIOYEHUE

Korma Bpau momo3peBaeT MEepBUYHBIA HMMMYHOJIC-
(GUIUT, PEKOMEHIYETCsl MPOBECTU TCHETHUYSCKUN TECT.
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Yacto ObIBaET Tak, 4TO pe3yJbTaT He Na€T KOHKPETHOTO
OTBeTa, a co31aéT OobIlle BOMPOCOB. bomee Toro, ma-
Hudecranus MmHorux BOU cxoxka, co3nmaBasi JONOJIHU-
TeJbHBIC MPoOIeMbl Tpu AudHepeHaTbHON TUarHo-
ctuke. Bno6aBok, mpu3Haku HeKOTOpbix BOU ocHOBaHBI
Ha BCETO JIMIIb HECKOJNBKUX CIydasx, MHOTAA Jake Ha
€IMHCTBEHHBIX, YTO YCYTyOIISIET TOYHOCTh TUArHOCTUKH.
B Takux ciy4asx mpoTOYHAs [IUTOMETPUS SIBISICTCS He-
3aMEHMMBIM HMHCTPYMEHTOM. {11 TpaMOTHOTO HCIIOINb-
30BaHMS 3TOTO MHCTPYMEHTA OYCHb BAXKCH MPABIIHHBII
TCUTHUHT, KOTOPBII OBIBACT OIMCAH B OPUTHHAJBHBIX U
0030pHBIX CTaThsIX. YUHTHIBask 3TH (DAKThI, CTOUT OCO-
OCHHO CKPYMYJIE3HO OTHOCHUTHCS K COOPY KIMHHYECKHUX
n 71abOpaTOpHBIX TPHU3HAKOB M TIIATENFHO H3Yy4aTh
Kelc-peropTel, oOpaiias BHUMaHUE Ha MeTBIaIme Je-
TaJH.
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SIGNIFICANCE OF OXIDATIVE STRESS MARKER IN
BRONCHOPULMONARY PATHOLOGY

Fayzullaeva N.Ya., Raufov A.A., Mukhtorov Sh.M., Kayumov A.A.
Institute of Immunology and Human Genomics

XULOSA

Ushbu sharhning mavzusi Kloto ogsili (KO) va uning
bronxopulmonal patologiyaning rivojlanishidagi roli.
Kloto ogsili qarishga qarshi protein bo'lib, organizmda
ko'p funktsiyalarga ega. Kloto yetishmovchiligi insonning
qarishida va xususan, gqarish bilan bog'liq ko'plab
kasalliklarda rol o'vnaydi. Ma'lumki, Kloto protein
darajasi yoshga qarab kamayadi. Bundan tashqari,
Klotoning giperfosfatemiya, surunkali buyrak kasalligi,
ko'plab yurak-qon tomir kasalliklari, neyrodegenerativ
kasalliklar, bir nechta saraton, o'pka fibrozi, o'pkaning
surunkali obstruktiv kasalligi (O’SOK), suyak kasalliklari
va diabet bilan alogasi turli mualliflar tomonidan
bildirilgan. Bugungi kunga kelib, nafas olish tizimining
fiziologiyasi va patologiyasida Kloto ogsilining rolini
o'rganishga bag'ishlangan nisbatan kam tadgiqotlar
mavjud, ammo so'nggi yillarda bu sohaga qizigish
ortdi. Ushbu sharh maqgolasida biz ushbu sohadagi
so'nggi yutuglarni umumlashtirishni, Kloto ogsilining
O’SOK va bronxial astma (BA) kabi patologiyalarning
rivojlanishiga qo'shgan hissasini muhokama qilishni
va kelajakdagi tadqiqotlar istigbollarini belgilashni
magsad qilganmiz.

Kalit so'zlar: Kloto ogsili, fibroblast o'sish omili
(FGF), bronxopulmonal patologiva, O’SOK, bronxial
astma.

Klotho protein is an anti-aging protein and has many
functions in the body. It is encoded by the Klotho gene,
which was first identified in mice in 1997 [1]. The gene
received its name in honor of the Greek goddess of fate
Clotho spinning the thread of life.The Klotho gene pro-
duces two molecules: a membrane-bound form and a cir-
culating form of the Klotho protein. Membrane bound
form of Klotho is a coreceptor for fibroblast growth fac-
tor 23 (FGF23) [2], and the circulating form is a solu-

PE3IOME

Ilpeomemom oannozo o0b30pa sensemcs 6eno0K
Knomo (KJI) u eco ponv 6 pazsumuu 6poHX01e20UHOU
namonoeuu. benox Kiomo s6isiemces anmueo3pacmHiuim
OeNKoM U GbINONHAEN 8 OP2AHUBME MHONCECMEO (yHK-
yutl. Heoocmamounocmos Knomo, no-euoumomy, uepaem
onpeodeneHnyIo poib 6 CMapeHu Yen06eKd U, 8 YacmHo-
cmu, 60 MHO2UX 3A001€6AHUSAX, CEA3AHHBIX CO CHAPEHU-
em. Hzeecmuo, umo ypogens benka Knomo cnuocaemcs
¢ gospacmom. Kpome moeo, paznuunvivu agmopamu co-
obwanoce o ceasu Kiomo ¢ eunepgpocpamemueii, xpo-
HUYECKUMU 3a001e6aHUAMU NOYEK, MHONCECMEEHHBIMU
CePOEYHO-COCYOUCTNLIMU  3A007e8aAHUAMU, Helpodese-
HepamuGHbIMU  3a001€6AHUAMU, HECKOTbKUMU GUOAMU
paka, 1e2ouHbiM huobpo30oM, XpOHUUECKOU 0OCMPYKMus-
Hotl 6onesnvto neekux (XOBJI), 3abonesanusmu kocmerl
u ouabemom. Ha cecoonswmnuil oenwv uccredosanuil, no-
cesiueHHbIX usyuenuto poau beaxa Knomo 6 gusuonocuu
U namonozuu ObIXAMEIbHOU CUCTEMbl OMHOCUMETLHO
HeMHO20, HO uHmepec K OAHHOMY HANPAGIEeHUIO 3d NO-
cneonue 200vl 8o3poc. B amoul 0630pnoti cmamve Mol
cmpemumcst 0000wumsb nocieoHue 00CMuUICeHUs 8 MOl
obracmu, obcyoums 6xkaad Oenxka Knomo 6 passumue
maxux namonoauti, kax XOBJI u 6ponxuanvuas acmma
(bA) u namemumo nepcnexmusvl 015 6yOYUWUX UCCTE)O0-
BAMU.

Knrouesvie cnosa: 6erox Knomo, ¢paxmopa pocma
@ubpobracmos (FGF), 6ponxonezounas namonozus,
XOKJI, bA.

ble endocrine mediator with many functions [3]. Klotho
deficiency appears to play a role in human aging and,
in particular, in many diseases associated with aging.
Klotho protein levels are known to decline with age.
IN2022year Espuch-Oliver et al. published reference val-
ues for this protein for the first time [4]. As it turns out,
the age-related decline in serum CL levels appears to be
similar in both men and women. Notably, a recent study
of American adults found that low serum Klotho levels
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