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AnHoTanusi. OJHOI U3 aKTyalbHBIX TEM B c(pepe MEIULIMHBI HA CETOHAIIHUI
JIEHb SBIIETCS POCT MMMYHO3aBHCHMOW ITaTOJIOTHMH, B OCHOBE KOTOPOW JIEKAT
MMMYyHoONaTojornyeckue mexanusmsel [1, 12]. IlepBuunbldi UMMYHOAE(PUUIUT — 3TO
reTeporeHHas rpyIa HacleICTBEHHBIX 3a00JIEBAHMM, TPUBOAAIINX K HAPYIICHHIO B
paboTe MMMYHHOM CHCTEMBl, NMPUYMHON KOTOPBIX SIBISETCA MyTalusi B TEHax,
IIEpEAAOIIAACS IO HACIEACTBY OT POJUTENEH WIM BO3ZHUKAIOLIAs CIOHTAHHO [1, 6].
3a0oyieBaHUsl ¢ UMMYHOIIaTOJIOTUYECKUMHU COCTOSIHUSIMU XapaKTEPU3YIOTCsl, paHHEH
XpPOHM3aUHUEN, TOPHUAHOCTBIO K  TPAAULUMOHHBIM  METOAAM  TEpAUU W
HEOOXOJIMMOCThIO MpPOBeACHUST HUMMyHopeabwmutauu [2]. CraThsi MOCBAIIACTCS
M3YUYCHHUIO JTHO-MIATOTEHETHUYECKUX M  KJIMHUKO-IA0OpATOPHBIX OCOOCHHOCTEH
MEPBUYHBIX UMMYHOI€(PUIIUTOB.

KitoueBble c10Ba: nepBUYHbIE UMMYHOACPUIUTHI, YACTOTAa BCTPEUYAEMOCTH,
TE€HETUYECKOE TECTUPOBAHUE, TAKTUKA JICUYEHHUS.
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Annotation. One of the current topics in the field of medicine today is the
growth of immune-dependent pathology, which is based on immunopathological
mechanisms [1, 12]. Primary immunodeficiency is a heterogeneous group of hereditary
diseases that lead to disruption of the immune system, the cause of which is a mutation
In genes inherited from parents or occurring spontaneously [1, 6]. Diseases with
iImmunopathological conditions are characterized by early chronicity, reluctance to
traditional methods of therapy and the need for immunorehabilitation [2]. The article
Is devoted to the study of etiopathogenetic and clinical laboratory features of primary
immunodeficiencies.

Key words: primary immunodeficiencies, incidence, genetic testing, treatment
tactics.

Beenenue. IlepBuuHble MMMYHOJIE(HUIMTHBIE COCTOSHUA - 3TO TpyIa
3a001€BaHUM, KOTOPBIE MOPAKAIOT UMMYHHYIO cucTteMy. Jlfoau ¢ 3TUM JUarHo3om
UMEIOT 0CIa0JEHHYI0 HMMYHHYIO CUCTEMY, YTO J€NAaeT UX 00Jiee BOCIPUMMYHUBBIMU K
UHDEKIUsAM, ayTOMMMYHHBIM 3a00JIEBaHUSIM U JAPYTHMM COCTOSIHHUSIM 3]IOPOBBSI.
[lepBuuHbI UMMYHOIE(ULIUT - OTHOCUTENBHO PEIKOE 3a00J€BAHUE, HO OHO MOXKET
MMETh 3HAYUTEIbHBIEC MOCIEACTBUS ISl MOCTpagaBIInX JiroAei. CBOEBPEMEHHBIN U
TOYHBIA TMAarHO3 HEOOXOAMM I OOECHeYeHUsl TOTrOo, YTOOBI JIIOAU C MEPBUYHBIM
MMMYHOJIe(PUIIUTOM MOTy4Yaau HaJJIeKaIIUN yXO/ U JICUCHHUE.

NMeroTcsi MHOTOYHMCIIEHHBIE TI0 MEPBUYHBIM  HUMMYyHOAehUIIMTaM, HO
HaCTOPOKEHHOCTh Bpadell B OTHOLIEHUH 3TOW MATOJIOTUU HU3KA. DTO CBSA3AHO C TEM,
YTO TIEPBUYHBIC UMMYHOJEMUIIUTHI CUUTAIOTCS JOCTATOYHO PEIKHUMHU U CIOKHBIMH
3aboneBanusiMu.  [lo  mamueiM  MexnayHapogHoro — doHpga  mepBHYHBIX
UMMYHOJAEPUIIMTOB, Ha 3emisie OKoio 10 MIIH YeJoBEK CTPaAaroT pPa3IuYHBIMU
dbopmamu iepBUYHOTO UMMYHOAeuIuTa [3, 8, 15].

W3 rpymnmbl NEpBUYHBIX UMMYHOACHHUIIUTOB, OCHOBBIBASICH HA HMEIOIIUXCS
JAHHBIX O MEXaHU3MAaX PA3BUTHS ATUX 3a00JEBaHUN, MOKHO BBIIECTUTH 4 OCHOBHbBIE
TPYIIIIbL:

- TyMOpajibHbIC WU B-KileTOUHBIE UMMYHOIE(PUITUTHL;

- KOMOWHUPOBaHHBIE WMMYHOAC(PUITUTHI, TMPU KOTOPHIX CTPAMAOT KJICTOUYHBIA U
TYMOpaJIbHbIN 3B€HbS] UIMMYHUTETA;

- neexThl (harormuTo3a;

- e eKThl KOMIUIEMEHTA.

[lepBuuHble HUMMYHOACHUUUTHI HACIEAYIOTCS ayTOCOMHO-JIOMHUHAHTHBIM,
ayTOCOMHO-PELIECCUBHBIM U X-CLEIUIEHHBIN PELIECCUBHBIM ITyTsaMU. [Ipu ayrocoMHO-
JTOMHUHAHTHOM THWII€ HACIEAOBAHUS KIWHUYECKUE TPOSIBICHUS HAOJIOMAIOTCS U Y
OJTHOTO U3 POJIUTEINEH, a BEPOSITHOCTh B TAKOW CEMbE POXKIEHUS peOEHKA C TEPBUYHBIM
ummyHoaepuiutom coctaBisier 50%. Ilpu ayTrocoMHO-periecMBHOM THme 00a
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POAUTENS SBISIIOTCS HOCUTENSIMU T€HAa, HO MPU 3TOM 370pOBbL. BeposiTHOCTH
poxkneHus pebenka c marosnoruedt cocrabisier 25%. Ilpu X-cuemneHHbId THI
Hacye10BaHus Ne(deKTHBIM TeH HaxoauTcs Ha X-xpomocome. [loaTomy 3abosieBanue
IPOSBIISIETCS JIUIIb Y JIHUI] MY>KCKOTO 10J1a, UMEIOIINX €IMHCTBEHHYIO X-XPOMOCOMY
C MYTaHTHBIM I'€HOM. A JIMIIa ®KEHCKOTO MO0Jia SIBJISIOTCS JIUIIb HOCUTEIISIMU, U OHU KaK
MPABUJIO 3/IOPOBBI.

J1e010T KIIMHUYECKUX MPU3HAKOB IMMEPBUYHOTO UMMYHOACHUIINTA TPUXOTATCS
Ha JICTCKUU BO3pacT, OJHAKO HAMpUMeEp, MPU TUMOMOP(PHOW MyTalliu, TUITHYHAS
KJIMHUKa 3a00JIeBaHUS MOXET MPOSBUTHCS B Oojee mo3anue cpoku [3, 9]. Cpoku,
MEXAYy TMEePBUYHBIM OOpallleHHeM K TMeauarpy Wik Bpady oOOLIeH MNpakTUKU U
BBICTaBJICHHBIM JUArHO3 NEPBUYHBIN UMMYHOIE(PUIIUT, KOJIEOTIOTCA B IMaa3oHe OT
9 mecsueB no 4-7ner [2, 18].

CambIM Ba)XHBIM TMPU3HAKOM TMEPBUYHBIX HUMYHOJC(PUIIUTHBIX COCTOSHUN -
SBJISIIOTCS. MHPEKIIMOHHBIEC 3a00JI€BaHUsI. ITO CBSI3aHO C TEM, YTO OCHOBHAs (YHKIIHS
MMMYHHOM CHUCTEMBI - 3TO 3allUTa OT TEHETUYECKH YY>KEPOJHOTO MaTepualia, a 3To B
MIEPBYIO OUepeb - MUKPOOPTAHU3MbI (BUPYCHI, OAKTEPHUH, TPUOBI).

Nudexnmonnbie 3a0051eBaHus y MAIIMEHTOB C IEPBUYHBIM HUMYHOAEHHUIIUTHOM
UMEIOT PsiJl 0COOCHHOCTEH: peluANBUPOBaHNE (MHOTOKPATHOE MIOBTOPEHUE OJTHOTO U
TOTO K€ 3a00JIeBaHUsI), CKJIOHHOCTh K XPOHUYECKOMY TE€UEHHIO, MHOTOOYaroBOCTh
(HaM4Me HECKOJIbKUX 04YaroB HWH(MEKIUH OJHOBPEMEHHO), IUIOXO MOAJAI0TCA
CTaHJIaPTHOM IMPOTHBOMH(DEKIIMOHHOM TepanuH [2, 5].

Ho HY>XHO MOMHUTH U O APYTUX PYHKIHUSIX UMMYHUTETA, a UMEHHO O 3aIlUTe
OpraHu3Ma OT AayTOMMMYHHBIX M OHKOJOTHYECKHX 3a0osieBaHuil. OCHOBHBIMU
MPOSIBIICHUSIMU TIEPBUYHBIX WHUMYHOJAEC(PHUIIUTOB SBISIIOTCS HE CTOJIBKO HH(EKIINH,
CKOJBKO  ayTOMMMYyHHBIE  TOPaKEHHUS  OpraHoB, Jumdomnponudepanus u
HEKOHTPOJIMpYyeMOe XpoHWYeckoe Bocnanenwe. Haumbonee yacto y OOJBHBIX C
MEPBUYHBIM UUMYHOJIC(PUIIMTOM BCTPEUAIOTCS JIEHKO3BI U IUM(POMBI.

Tsxensle GopMbl IEPBUYHOTO UMMYHOIe(PHUIITA OOBIYHO MPOSIBISIOTCS Cpa3y
nocje poxkacHus peOeHKa WU CIYCTs HEKOTOpoe BpeMs mocie Hero. OmaHako aJis
HEKOTOPHIX (POpM MEPBUYHOTO UUMYHOAEHHUIINTA XapaKTEPHO CTEPTOE TEUCHUE, MPU
KOTOPOM TIEpBBIC TPOSBIICHUS 3a00J€BaHUS BO3HUKAIOT B TIOJ[POCTKOBOM U JIaXKe
B3pociioM Bo3pacrte [2, 4, 10].

JlmaraocTrka MepBUYHOTO UMMYHOAC(PHUITUTA MOKET OBITh CIIOKHOW 3a/1aueH,
MMOCKOJIBKY CUMIITOMBI YaCTO HECMEeUU(PUYIHBI U MOTYT OBITh CXOJIHBI C CUMIITOMaMH
JIPYTUX COCTOSIHMM. Bpauu, kak npaBuiio, HAUMHAIOT C MPOBEICHUS TIIATEIBHOTO
cObopa ucropuu 00se3Hu U pusznyeckoro oodcaesoBanus. OHM TakkKe MOTYT 3aKa3aTh
CEPHIO AaHAJIM30B KPOBU JJIs OTICHKU (YHKIIUA UMMYHHOUM CUCTEMBI, BKITIOUYAs TIOJTHBIH
aHaJIN3 KPOBH, YPOBEHb UMMYHOTJIOOYIMHA U (PYHKIIMOHAIBHBIC TECTHl HA aHTUTEIA.
Buzyanusupyromue HcCClIeA0OBaHUsA, TaKUE KaK PEHTTeH TPYJIHOW KIETKU WU
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KOMIIbIOTEpHast TOMOrpadus, TakKe MOTyT OBITh MCIIOJB30BaHbl ISl OLIEHKU
PU3HAKOB MH(EKIUH.

B HEKOTOPBIX ClTydasx TeHeTHYECKOE TECTUPOBAHNE MOYKET OBITh HCITOJIH30BAHO
JUIS  BBISBJICHHS  CHCHU(PUYESCKHMX TEHETHYECKHMX  MYTalldid, CBS3aHHBIX C
OIpeeIeHHBIMA  (pOpMaMU MEPBHYHOIO HMMMYyHOAeHIUTa. DTO TECTHPOBAHHE
MOJKET OBITh OCOOCHHO IOJIE3HO B CIIydasx, KOIJa JAMarHO3 HESACCH WIIH, KOrjaa
CHMIITOMBI HETUIIMYHBL. [ eHETHYECKOE TECTUPOBAHHME TAK)KE MOYKET ITOMOYb BHISIBUTH
JMII, KOTOpbI€ MOTYT OBITh TIOABEPXKEHBI PHCKY Ppa3BUTHS  I[EPBHYHOTO
UMMYHOAC(PUIIMTA, U MOXKET [IOMOYb B IPUHATHN PELICHHUH 110 TNIAHUPOBAHUIO CEMbHU
[2, 7, 16].

Kak Toapk0 OyaeT mocTaBiieH AMArHo3 MEPBUYHBIA HUMMYHOACOHHUIUT, ICUCHHE
Oymer 3aBHCETh OT KOHKPETHOTO 3a00JE€BaHHSA M TKECTH HAPYIICHUS HMMYHHOMI
CHCTEMBbI. B HEKOTOPBIX CllydasX HPOCTBIX MEp, TaKuX KakK HpOQPHIAKTHIECKHE
AHTHOMOTHKY, BAKIMHALIUN U COOJIIOICHHUE MPABUII TUTUEHBI, MOYKET OBITh TOCTATOYHO
IUIA TIpeaoTBpalneHus HHeKui. B 0oee TSHKEIBIX Clydasx IS BOCCTAHOBICHHS
(GYHKIIMH HUMMYHHOH CHCTEMBI MOKET IOTPEOOBATHCSA 3aMECTUTEIbHAs Teparus
UMMYHOTJIOOYJIMHAMH, TPAHCILIAHTALIMS KOCTHOTO MO3Ta MM reHHas Tepamnus [2, 11,
13].

[TosiBIeHHE WMMYHOTIJIOOYJIMHOB, MOJIYYHMBIINX aKTHBHOE IPUMCHCHHE B
KayeCTBE 3aMCCTUTCIBHOM TepamuH s [EPBHYHOIO HMMMYyHOACHIUTA C
HEIOCTATOYHOCTBIO ~ AHTHUTEN, CYIIECTBEHHO M3MEHHMJIO TIPOTHO3  OOJBHBIX.
CBOCBpeMEHHO HadyaTash peryjsipHas 3aMeCTHTEJIbHAas Tepamus B aJcKBaTHO
MO00paHHON 03¢ IO3BOJISIET MAIMCHTAM 3HAYHMTEIHHO CHHM3UTh PHUCK pPa3BUTHS
TSOKCNBIX WHOEKINH, BECTH aKTHBHYIO COLMAIBHYIO KU3Hb U Ja)K€ MMETH 3[0pPOBOE
OTOMCTBO. [1osIBIIeHHE BO3MOKHOCTH IIPOBOANTH TPAHCILIAHTAI[MIO KOCTHOTO MO3Ta
y MAIlMEHTOB C MEPBUYHBIM MMMYHOAEC(UIIUTOM, AaJI0 UM IIAHC HE TOJIbKO BBIKHTD,
HO ¥ HE UMETh CHMITTOMOB 0OJIE3HHU B TIpoliecce Jieuenus [3, 6, 9, 14].

BbiBoabI. 13 BBIIICH3I0KEHHOTO CIICAYET, YTO PAHHSSA JHATHOCTHKA U JICUCHUE
NEPBUYHBIX HUMYHOAECMUIIMTHBIX COCTOSIHUH IO3BOJSIOT B HEKOTOPBIX CIydasx
MOJIHOCTBIO BBUICYHMTH 3TH 3a00JIEBaHUS, B IPYTHX - JOCTHYb CTAOMIBLHOTO OOIIETO
COCTOSIHMSI M1 HOPMAJIbHOTO KauecTBa JKU3HU MalUEHTOB. VIMEHHO MO3TOMY BajkHA
HACTOPOJKEHHOCTh Bpayeil PasIMYHBIX CICHUAIBHOCTEH B OTHOLICHHH OTHX
3a00JIeBaHUi, PaHHSS X AUArHOCTHKA Ha MECTax, PEEMCTBEHHOCTD B Iepeaade A
n000CIeI0BaHUs M JIEYEHHS B OTAEICHHIX HMMYHOJIOTHYECKOTO MPOQHIIS.
[TOMOIIIHUKOM B 3TOM MOTYT CJIYKHTh HACTOPaKHBAroIIue (hakTOPhl MEPBUYHBIX
UUMYHOACOUIMTHBIX COCTOSHHM, KOTOphI€ BKJIIOYAIOT OCHOBHBIC IPHU3HAKH
3a00JIEBAHUSL.

AT,
WwWW http://tadgiqotlar.uz/ 156 30-son_3-to’plam_Yanvar-2024



\/4]/ TADQIQOTLAR jahon ilmiy — metodik jurnali

TADQIQOTLAR

BIBLIOGRAPHY

1. Bousfiha A.A., Jeddane L., Ailal F., Benhsaien I., Mahlaoui N., Casanova J.L., et
al. Primary immunodeficiency diseases worldwide: more common than generally
thought,J Clinimmunol,2013, Vol. 33, No. 1,pp. 1-7.

2. Farinelli G., Capo V., Scaramuzza S., Aiuti A.Lentiviral vectors for the treatment
of primary immunodeficiencies, J Inherit Metab Dis, 2014, VVol.37, No. 4,pp. 525-
533.

3. Al-Herz W., Bousfiha A., Casanova JL., et al. Primary immunodeficiency diseases:
an update on the classification from the International Union of Immunological
Societies Expert Committee for Primary Immunodeficiency. Front Immunol,
2014.Vol. 5, P. 162.

4. lbragimova N. S., Keldiyorova S. H. K. GSh Nazarova The value of folic acid,
homocysteine and endothelin-1 in the development of polycystic ovary syndrome
in women of reproductive age //Central Asian Research Journal for Interdisciplinary
Studies (CARJIS). —2022. — T. 2. — Ne. 10.

5. Kudratova Z. E.lsomadinova L. K.Sirojeddinova S. F. Tursunova M. E.Current
modern etiology of anemia. novateur publications international journal of
innovations in engineering research and technology. Ne 10. 2023, P. 1-4.

6. Isomadinova L.K. Qudratova Z.E. Shamsiddinova D.K.Samargand viloyatida
urotiliaz kasalligi klinik-kechishining 0’ziga xos xususiyatlari. Central asian journal
of education and innovation Nel10. 2023 , P. 51-53

7. Sabirovna I. N., Alikhanovna K. L. POLYCYSTIC OVARIAN SYNDROME A
PROBLEM OF MODERN MEDICINE //Research Focus. —2022. — T. 1. — Ne. 4. —
C. 165-168.

8. bepnuspora III.II., KOcymoBa H.A. OcobenHoCTH UMMYyHOMETA00IMYECKUX

H&DVHICHI/Iﬁ HMMVHOJIOFH‘-IGCKOﬁ PECAKTHUBHOCTH opu IréMaTOI'CHHBIX

ocTteomuenuTax, BectHuk Hayku u oOpa3oBanus, 29-32

9. Dushanova G. A., Nabiyeva F. S., Rahimova G. O. FEATURES OF THE
DISTRIBUTION OF HLA-ANTIGENS AMONG PEOPLE OF THE UZBEK
NATIONALITY IN THE SAMARKAND REGION //Open Access Repository. —
2023. —T. 10. — Ne. 10. — C. 14-25.

10.Berdiyarova Sh.Sh., Ahadova M.M., Ochilov S.A. COMPLICATIONS OF
TREATMENT OF ACUTE HEMATOGENOUS OSTEOMYELITIS,
LITERATURE REVIEW, Galaxy International Interdisciplinary Research Journal
293-298

11.bepausipoa IILII., FOcynoBa H.A., upuno X.M. Knunuko-nabopatopHas

JIMAarHOCTUKA BHEOOJbHUYHBIX [MHEBMOHUN Yy Jereid, BecTHMK Hayku U
obpazoBanus, 80-83

AR,
WwWW http://tadgiqotlar.uz/ 157 30-son_3-to’plam_Yanvar-2024


https://scholar.google.com/citations?view_op=view_citation&hl=en&user=ALfyhQsAAAAJ&citation_for_view=ALfyhQsAAAAJ:_FxGoFyzp5QC
https://scholar.google.com/citations?view_op=view_citation&hl=en&user=ALfyhQsAAAAJ&citation_for_view=ALfyhQsAAAAJ:_FxGoFyzp5QC
https://scholar.google.com/citations?view_op=view_citation&hl=en&user=ALfyhQsAAAAJ&citation_for_view=ALfyhQsAAAAJ:_FxGoFyzp5QC
https://giirj.com/index.php/giirj/article/view/5705
https://giirj.com/index.php/giirj/article/view/5705
https://giirj.com/index.php/giirj/article/view/5705
https://scholar.google.com/citations?view_op=view_citation&hl=en&user=ALfyhQsAAAAJ&citation_for_view=ALfyhQsAAAAJ:UebtZRa9Y70C
https://scholar.google.com/citations?view_op=view_citation&hl=en&user=ALfyhQsAAAAJ&citation_for_view=ALfyhQsAAAAJ:UebtZRa9Y70C

\/‘“\JI TADQIQOTLAR jahon ilmiy — metodik jurnali

TADQIQOTLAR

12.Kudratova Zebo Erkinovna, Karimova Linara Alixanovna Age-related features of
the respiratory system // ReFocus. 2023. Nel. URL.:
https://cyberleninka.ru/article/n/age-related-features-of-the-respiratory-system.

13.U6parumoBa H. u np. AUATHOCTUKA, JIEUEHUE U [MPOOUIIAKTUKA
CAXAPHOI'O JWABETA 2-ro THIIA //llenTpanpbHOA3UATCKUNA KypHaJ
akageMuaeckux ucciaegoanuid. — 2024. —T. 2. — Ne, 1. — C. 9-13.

14.Nabiyeva F. S. et al. CREATION OF OPTIMUM CONDITIONS FOR
PROPAGATION OF SACCHAROMYCES CEREVISIAE YEAST //Journal of
new century innovations. — 2023. — T. 23. — Ne. 1. — C. 85-91.

15.1somadinova L.K, Qudratova Z.E., Babaxanova F.Sh.clinico-laboratory features of
the course of covid-19 with hepatitis b journal of new century innovations Ne-3.
2023 P. 60-65.

16.U6parumoBa H. wm mp. PACCTPOMICTBA HMMVYHHOU CUCTEMBI.
ITATOI'EHETUYECKHUE  OCHOBBI  //llenTpaibHOA3WAaTCKUN  KypHAI
akagemMuyeckux uccieqosanmii. — 2024. — T. 2. — Ne. 1. — C. 4-8.

17.U6parumoBa H. C., KOmaesa U. A. [TATOI'EHETUYECKHUE, KJIMHMKO-
JIABOPATOPHBIE U THCTPYMEHTAJIBHBIE ACITEKTBI IMATHOCTHUKHU
CHUHJIPOMA I[TOJIMKNCTO3HBIX SNYHUKOB Y JKEHIIINMH
PETIPOAYKTUBHOI'O BO3PACTA //Journal of new century innovations. —
2023. —T. 26. — Ne. 3. — C. 180-184.

18.Sadriddinovna N. F., Ugli A. S. S., Kizi O. B. K. BIOLOGICAL PROPERTIES OF
THE YEAST SACCHAROMYCES CEREVISIAE //Research Focus. — 2022. —T.
1.— No. 4. —C. 18-22.

AT,
WwWW http://tadgiqotlar.uz/ 158 30-son_3-to’plam_Yanvar-2024



