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XULOSA

Birlamchi immunitet tanqisligi (BIT) immunitet tizi-
mining tug ‘ma buzilishlarining geterogen guruhi bo ‘lib,
infeksiyalarga moyillikning oshishi va immunitetning
buzilishi bilan birga keladi.

Tadgqiqotning magqsadi. Orolbo ‘yi mintaqasi bolala-
rida birlamchi immunitet tangisligining klinik-epidemi-
ologik xususiyatlarini o ‘rganish.

Materiallar va metodlar. Birlamchi immunitet
tangisligining tasdiqlangan shakllari bo ‘Igan bemorlar-
ning klinik ma’lumotlari retrospektiv tahlil gilindi.

Tadgiqot natijalari. Viloyatda birlamchi immunitet
tanqisligining targalishi har 100 ming aholiga 3,1 ni
tashkil etishi aniqlandi. Bemorlar tarkibida o ‘g ‘il bolalar
ustunlik qildi. Eng keng targalgan nozologik shakllar
Viskott-Oldrich sindromi va ataksiya-teleangiektaziya
edi. Klinik ko rinishi tez-tez respirator infeksiyalar,
yiringli-yallig ‘lanish asoratlari va bronx-o ‘pka tizimi-
ning shikastlanishi bilan tavsiflangan.

Xulosa. Vena ichiga immunoglobulinlar bilan
o ‘rin bosuvchi terapiyani qo ‘llash infeksion epizodlar
chastotasining sezilarli darajada pasayishi va kasal-
xonaga yotqizishlar sonining kamayishi bilan birga
kechdi.

Kalit so ‘zlar: birlamchi immunitet tanqisligi, bolalar,
epidemiologiya, klinik ko ‘rinishlar, immunoglobulin
terapiyasi, Orolbo ‘yi mintaqasi.

[lepBuyHbIC UMMYHOJC(PHUIUTHI TPESACTABIISIOT CO-
6011 rpymy HacIeICTBEHHBIX 3a00NIeBaHNH, CBI3aHHBIX
¢ HapymeHneM (pyHKIIMOHUPOBAHUS Pa3THIHBIX 3BEHHEB
HMMYHHOH CHCTeMbl. B Hacrosimee BpeMst onucano 00o-
nee 450 hopM BpOKIEHHBIX OUTHOOK IMMYHHUTETA, OTIIH-
YafoUTUXCA Pa3HOOOpa3ueM KIMHUIECKHUX MIPOSIBICHUN
TSOKECTBIO TeueHwus [S].

Haubonee xapakTepHBIM MPOSBICHUECM JAHHBIX 3a-
0oJIeBaHHI SIBJISIOTCS TIOBTOPSIOIIMECS OAKTEpUATBHBIC
1 BHPYCHbIE MH()EKIINH, OIHAKO KIMHUYECKas KapTHHa
MOXXET BKJIIOYATh AayTOMMMYHHBIE HapyIICHUs, ajiep-
THYECKUE 3a00JI€BaHMs, XPOHUYECKNE BOCTIATUTEIHHEIE
MIPOLIECCHI U OHKOJIOTUYECKUE OCIIOKHEHUS [2,5].
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SUMMARY

Primary immunodeficiencies (PIDs) represent a
heterogeneous group of congenital immune system dis-
orders characterized by increased susceptibility to infec-
tions and the development of immune dysregulation.

Objective. To study the clinical and epidemiological
characteristics of primary immunodeficiencies in chil-
dren of the Aral Sea region.

Materials and methods. A retrospective analysis of
clinical data from patients with confirmed forms of pri-
mary immunodeficiencies was conducted.

Results. It was established that the prevalence of pri-
mary immunodeficiencies in the region is 3.1 per 100,000
population. Boys predominated in the patient structure.
The most common nosological forms were Wiskott—
Aldrich syndrome and ataxia-telangiectasia. The clinical
presentation was characterized by frequent respiratory
infections, purulent-inflammatory complications, and in-
volvement of the bronchopulmonary system.

Conclusion. The use of intravenous immunoglobulin
replacement therapy was associated with a significant
decrease in the frequency of infectious episodes and a
reduction in the number of hospitalizations.

Keywords: primary immunodeficiencies, children,
epidemiology, clinical manifestations, immunoglobulin
therapy, Aral Sea region.

ITo maHHBIM MEXIYHAPOJIHBIX HCCIENOBAHUM, pac-
MPOCTPAaHEHHOCTh TIEPBUYHBIX WMMYHOAC(PHUIIUTOB Ba-
pPBUPYET B MIMPOKHUX TMpPEENIax U 3aBUCHT OT TeHETHYe-
CKHUX U JeMorpadu4eckux OCOOCHHOCTEH MOMYIISIIH
[4,8]. B pernonax c BBICOKOH 4acTOTOM POJACTBEHHBIX
OpakoB OTMEYAeTCs YBEIMICHUE JIOJIM HACTEICTBEHHBIX
(dhopm 3aboneBanus [4].

B ycnoBusix pernona Ilpuapanbs, Xxapakrepusyro-
LIETOCsl HeOIArOMPHUIATHON YKOJIIOTHYECKON 00CTaHOBKOM
1 BBICOKOW MH(EKITMOHHON HArpy3kKod, M3y4eHHE KITH-
HUKO-3TTUIEMUAOJIOTHIECKUX OCOOCHHOCTEH MEePBUYHBIX
AMMYHOAEPHUIINTOB UMEET BAKHOE 3HAUCHUE JIJISI COBEP-
LICHCTBOBAHUS CUCTEMbl JTUATHOCTUKHU U JICUSHHs HaH-
HBIX cocTosiHuM [1].



“)Kypnan meopemuueckou u knunuyeckou meouyunwt ”, Ne2, 2026 e.

MATEPUAJI 1 METO/1bI

HccrmenoBanne mpoBommuioch Ha 0ase crieruaiu-
3MPOBAaHHBIX MEIUIMHCKHX YUpexacHui PecnyOnmku
Kapakanmakcran. B ananu3 ObuTH BKIFOYCHBI IETH C IO
TBEP)KACHHBIMU (POPMaMHU TIEPBUYHBIX IMMYHOIE(DHUITH-
TOB, HAXOMBIIIHECS IO/ HAOTIOAEHUEM Bpadeii-nMMyHO-
JIOTOB U IIEIUATPOB.

[IpoBoamics aHamu3 KIMHUKO-aHAMHECTHYCCKUX
JTAaHHBIX, BKJIFOYABIIAN OI[EHKY YaCTOTHI HH(PEKIIMOHHBIX
3a00JIeBaHM, XapaKTepa OCIOKHEHHUH, HATHIHS COMyT-
CTBYIOLIEH NATOJIOTMH M OCOOEHHOCTEH (HU3MYEecKOro
Pa3BUTHS NAIUCHTOB.

JlaboparopHast TrarHoCTHKa BKITIOYajia OOIiii aHa-
JU3 KPOBH, OMOXMMUYECKHE HMCCIICIOBAHMSA, OIpeneie-
HHE YPOBHS MMMYHOIIIOOYIHHOB W OIIEHKY OCHOBHBIX
rokasatesieil UMMYHHoOTO cTtaryca [3,7].

KputepusiMu BKITFOUCHHS SIBJSUTUCH HAJIHYHE PELU-
TUBUPYIOMNX MH(YEKIIMOHHBIX 3a00IeBaHNN, HEOOXOIH-

s% 2%

12%

MOCTbH TTOBTOPHBIX TOCTIMTANN3AINH, HEI(D(HEKTHBHOCTH
CTaHJAPTHOHM aHTHOAKTepHAIbHON Tepamnuy M IOI03pe-
HUE Ha BPOXK/IEHHBIE HAPYIIEHHNSI UMMYHHOI CHCTEMBI.

W3 uccnenoBannst MCKITIOYAINCH NAlMEHTHI CO BTO-
pruHBIME UMMyHOAeuuTamu, BUY-undexunei n on-
KOT'€MaTOJIOTHYECKUMH 3a00/ICBaHIAMHU.

Crarucruueckass 0o0paboTka JaHHBIX MPOBOANIIACH
C HCIONIb30BaHUEM INporpammHoro nakera IBM SPSS
Statistics v.26. KonmndecTBeHHBIE TTOKA3aTeIH IPEICTaB-
JICHBI B BUJIE CPEIHETO 3HAYECHUS U CTAHAAPTHOTO OTKJIO-
HEHHSI.

PE3VJIBTATBI U OBCYXXJIEHUE

AHanm3 NOomy9YeHHBIX JaHHBIX TIOKa3all, 9TO pacipo-
CTPaHEHHOCTh MEPBUIHBIX IMMYHOJIE(HUIIITOB B PETHO-
He coctaBmia 3,1 cmyqast Ha 100 000 HacemeHus.

Hawnbosnee pacnpocTpaHEHHBIMH HO30JI0IMYECKUMHU
(dopmamu 3aboneBaHMs SBISIINCH CHHApPOM Buckorra-
Onapuda 1 aTakchsA-TeIeaHTmIKTa3us [S].

m Bucrotra-Ongpuua
B aTaKCUA-TENEeaHIMIKTaZUA
= BpyToH
IgA
m CVID
= DiGeorge
m Job
m CGD
m ALPS

Puc. 1. Hozomoruueckasi CTpyKTypa IEepBUYHBIX HIMMYHOIC(GHUINTOB Y AeTeil pernona [Ipuapanbs.

B crpykType manmeHToB mpeoOiasand MaJIBYUKH,
ot KoTopbix coctaBmia 61,9 %. Cpennuii BO3pacT
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17

47 net

: .
0

0-3 roga

MMalUEeHTOB HA MOMEHT TIOCTAHOBKH JMArHO3a COCTABHUII
10,2 + 2,8 rona.

32

8-12 net

13-18 net

Puc. 2. Bo3pacTHasi CTpyKTypa MalMEHTOB C IEPBUYHBIMU NMMYHOE(PHUITUTAMH.

AHanu3 BO3pacCTHOW CTPYKTYpBI MAalMEHTOB MOKa-
3aJ, 9TO HauOOJblIee KOIUIECTBO CIy4aeB NMEPBUYHBIX
UMMYHOJE(UIIUTOB BBIIBISIIOCH B Bo3pacte 8-12 et

(32 %). 3naunTenpHAS IO MAIEHTOB TAKKE TIPHXOIH-
Jack Ha BO3pacTHyo rpymy 4-7 net (27 %).
B Gonee panHeM Bo3pacTe 3a00I€BaHUE THATHOCTH-
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POBAJOCH pPeXkKe, YTO MOXKET OBITh CBSI3aHO C TPYIHOCTS-
MU paHHEH KIMHUYECKOH BepupUKAIIH WMMYyHOIC(H-
LUTHBIX cocTOsiHUM [6]. [lonyyeHHbIe JaHHBIE MTOITBEP-
KIAIOT HEOOXOIUMOCTh TIOBBINICHUST HACTOPOKEHHOCTH
Bpadell MEepBUYHOTO 3BE€HA B OTHOIICHWH PaHHUX MpPH-
3HAKOB BPOXKIEHHBIX HAPYIICHUH UMMYHHUTETA.

KosHEIE MHDEKWMK

3afgep#ka dPU3MYECKOro pa3BUTHA
NumdaaeHuTEl

CHHYCUTEI

THOWHEBIE OTUTEI

HKNUHWHECKME NMPpOoABIEHKA

PELMANBUPYIOWME MHEBMOHWK

0 10

Knmanyeckass kapTuHa 3a007€BaHUS XapaKTepU30-
BaJlaCh BBICOKOW YacTOTOH WH(EKIIMOHHBIX OCIIOXKHE-
HUil. Y OOJBIIMHCTBA NAIMECHTOB HAOIIOIAIUCH TIOBTOP-
HBIC 3MH30[bI OPOHXOJETOYHBIX HHQEKIH, XPOHUYC-
CKHe CHHYCUTBI U THOMHBIE OTUTHI [2].
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Puc. 3. YacTtoTa OCHOBHBIX KIIMHUYECKHUX HpOHBJ’IeHI/Iﬁ NEPBUIHBIX I/IMMyHOHC(I)I/IIII/ITOB.

AHanu3 KIMHWYECKHX TIPOSIBICHUH 3a00JIeBaHUS
OKAa3aJl, YT0 HanOOoJIee YaCTHIMU CUMIITOMAMH SIBJSUTUCH
peLMIMBHPYIOIIHE WHPCKIMH [BIXaTCIbHBIX ITyTEH.
Y GOJBIIMHCTBA TAITMEHTOB HAOIIONAIKNCH TTOBTOPHBIS
AMU30/IbI OPOHXOIETOUHBIX HH(EKIIN, XPOHUUECKHE CH-
HYCHUTBI U THOIHHBIC OTUTHI.

Pexe peructpupoBaiuch TUM(AICHUTHI, KOXKHBIC
nHGEKIMA W 3aJepKKa (PU3NIECKOTO Pa3BUTHS, UYTO

OTpa)<aeT BBIPAKEHHYIO WH()EKIHMOHHYI0 HArpy3Ky Yy
MAIIMEHTOB C BPOXJIEHHBIMHM HApyLICHUSIMH MMMYHHOU
CUCTEMBI.

OCHOBHBIM METOJIOM JICUEHHUSI TYMOPaJIbHBIX (HopM
MEPBUYHBIX UMMYHOAE(UIINTOB SBISETCS 3aMECTUTEIb-
Hasl Teparnusi UMMyHOIIo0ymuHamu [7].

Tabnuya 3
JluHamMuKka KIMHHYEeCKHX NMoka3areseil y nauuentos ¢ [N/l Ha ¢oHe 3aMecTUTe/ILHOI Tepanuy UMMYHOIJIOOY THHAMM
[Tokazarens Jlo neuenust [Tocne neuenus
Wudeknnu B rox 9,4 2,1
Tocnuranmzanumn 5,2 1,1
Kypcel aHTHONOTHKOB 7,8 2,3

Tlocne Hauana peryisipHON Teparuu OTMEYEHO 3Ha-
YUTEJIBHOE YJIYYIICHUE COCTOSIHUS MAallUCHTOB, YMCHbB-
IICHUE YaCTOTHl MH(PCKIIMOHHBIX MU300B U CHUKCHUE
HEO0OXOIUMOCTH TOCTUTAIN3ANNH (Ta0I.3).

AHanu3 >(pQPEeKTUBHOCTH TEparnuy IoKa3ajd BbIpa-
KCHHYIO TOJOKUTCIBHYI JUHAMHUKY KIMHHYECKOTO
cocTosiHUs ManueHToB. Ilocie Havyama peryssipHON 3a-
MECTHUTEIbHOW Tepanui BHYTPHBEHHBIMH HMMYHOTJIO-
OyTMHAMH OTMEUEHO 3HAYUTEIFHOE CHIDKCHHE YaCTOTHI
MHQPEKIMOHHBIX 330108 — ¢ 9,4 10 2,1 ciy4aeB B rox.
Taxoke HAOMIONATIOCH YMEHBIICHUE YHCIIA TOCITUTAII3a-
IUH ¥ MOTPeOHOCTH B aHTHOAKTEpUAIbHOM Teparuu [7].

OBCYXJEHUE

IIpoBenénHoe uccaenOBaHUE IIO3BOIIIIO YCTaHO-
BUTH CJIy4ad MEPBUYHBIX UMMYHOAC(HUIIUTOB CPEIH Jie-
Teii pernona [Ipuapanbs. CTpyKTypa BBISIBIEHHBIX (GopM
3a00JIeBaHMsI COOTBETCTBYET JAHHBIM MEKTyHAPOTHBIX
HCCIICIOBAHUI, COITACHO KOTOPBIM HamOOJee pacIpo-
CTpaHEHHBIMU SIBISIFOTCSI KOMOWHHUPOBAHHBIC M TyMO-
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panbHbIe GopMBI UMMYHONEUIUTA [4,5].

Bricokasi yactota WH(EKIMOHHBIX OCIIOXKHCHUH Y
MAIUCHTOB OOBSCHSCTCS MO3JHEH TUArHOCTUKOM 3a00-
JIEBAHUSA W JUTUTEITFHBIM IEPUOAOM OTCYTCTBHS CIICIHA-
JIM3UPOBAHHON Teparuu [2].

HaznaueHue 3aMeCTHTENEHON Tepaiii UMMYHOIJIO-
OyIMHAMH TIPUBOJMUT K CHIDKCHUIO MH()EKIIMOHHOW Ha-
TPY3KH H yITy4IIeHUIO Ka9eCcTBa )KU3HHU MAINeHTOB [7].

[Tomy4yeHHBIC pe3yTBTATHI COTTOCTABUMEI C TAHHBIMH
MEXKYHAPOIIHBIX PETHCTPOB IMEPBUYHBIX UMMYHOIE(HU-
LUTOB, COIIACHO KOTOPHIM 3HAYUTEJIbHAS JIOJIsI MAllFCH-
TOB JIMarHOCTUPYETCS TOIBKO B ITKOJIBHOM BoO3pacTe [8].

DTO MOATBEPXKTaeT HEOOXOTUMOCTD TIOBHIIICHH ST Ha-
CTOPOXKCHHOCTH Bpadeii IEPBUYHOTO 3BEHA U BHEIPCHHUS
MpPOrpaMM PAHHETO BBISBICHUS HMMYHOIC(HUIIMTHBIX
COCTOSIHUH.

3AKJIFOUEHUE

IIpoBenénHoe wuCClieIOBaHUE MO3BOJMIO  OIpe-
JICNIATh  KIMHHUKO-IIHICMHOJIOTMYECKUE  OCOOCHHO-
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CTH TIEPBUYHBIX MMMYHOIC(HUINTOB Yy NETEH permoHa
[Ipuapanbs. YcTaHOBIEHO, 4TO 3a00JIEBaHWE XapakTe-
pU3yeTCs 3HAUUTEIBHBIM Pa3HO00pa3reM KIMHUYECKHUX
MPOSIBIICHUNA ¥ BBICOKOH YacTOTON WMH(EKIIMOHHBIX OC-
JOXXHEHUH. Perynsapras 3aMecTuTeNbHAS Tepaus UMMY-
HOTJIOOYJTMHAMH CIIOCOOCTBYET YMEHBIIECHHIO YacCTOTHI
HHQCKIUA U YAYYIICHUIO OOIIEro COCTOSHUS MallMeH-
ToB. [loiy4eHHbIC NaHHBIC MOATBEPKIAIOT HEOOXOMH-
MOCTh COBEPIICHCTBOBAHMS CHCTEMBI paHHEH IHarHo-
CTHKH TIEPBUYHBIX MMMYHOIC(OHUIINTOB M PACIIUPEHUS
JIOCTYTIa TAIMEHTOB K CIICIHAIHN3UPOBAHHON TepaIuH.

KOH®JIMKT UHTEPECOB

ABTOpBI 3aSIBIISIIOT 00 OTCYTCTBUHU KOH(IIUKTA WHTE-
pecoB.

NCTOYHUK ®PMMTHAHCHUPOBAHUA

HccrenoBanue BBIOTHEHO 0€3 MIPHUBJICYCHHUS BHEIII-
HEero (PMHAHCHUPOBAHUSI.
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