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B cTaTbe mpeABapUTENBHO IPOBeZEH 0630p TAaKWUX PESKUX HMMMYHO3aBUCHMBIX COCTOSIHUMN, Kak: 1gG4-
CBSI3aHHBIM TepBUYHBIN uUMMyHOZepuruT (ITM) u obmwuii BapuabenbHBIH UMMYyHOAeDUIUT. B TeyeHHe
MIOC/IEZIHUX JIBYX [ECATWIETHI HaKaIUIMBAJIOCh BCe OOJbIIE JaHHBIX HA 3Ty TeMy, 61arogaps 4eMmy B HOBYIO
rpymmy [gG4-cBsa3aHHbIX 3aboneBanuii (1gG4-C3) 6vUIM 0ObEAMHEHBI HECKOIBKO paHee U3BECTHBIX HO30J0-
rudeckux $GopMm, Ipy dTOM I YCTAHOBIEHUA ArarHo3a [gG4-CBA3aHHOTO CUCTEMHOrO 3a001eBaHus Tpeby-
eTcs MopakeHue JBYX WIN 0ojiee OPTaHOB. Y 3TOU TPyNIbl 3a60I€BaHMi UMeEeTCs OOIIUI CEepOOrHYECKIi
IIpU3HaK — IOBHIIIEHNE KOHIIeHTpanuu [gG4-cybkiacca B CBIBOPOTKe. ['MCTOOTMYECKU B OpraHax U TKaHAX
dbopmupyroTcs MHGUIBTPAIIUY U3 TUIa3MOLIUTOB, CeKpeTUpyonux 1gG4, 303MHOPUIOB, pa3BuBaeTcs GUOPo-
CKJIepo3 U obnuTepupytomuii pie6ut. JJabopaTopHO-UMMYHOJIOrHYeCcKoe obcefoBaHue manueHToB ¢ [T mo-
MoOTaeT WAeHTUGUINPOBATh KOHKPETHOE HAapyIIeHNe UMMYHHOW CUCTeMBI. [lepBUYHAsA AUarHOCTHKA OOBIY-
HO OCYILIECTBJISIETCS IIPYU MOMOLIY ITaHENN CKPUHUHTOBEIX JJAOOPATOPHBIX TECTOB. BEICOKUIT PUCK Pa3BUTHA
1gG4-C3 nMeeTcs y MalMEHTOB C TAHKPEATUTAMU HEU3BECTHOM 3THOJIOTUH, CKIEPO3UPYIOIUM XOTaHTUTOM,
[BYCTOPOHHUM YBEJIUYEHUEM CIIOHHBIX U CJIE3HBIX JKeJle3, IPU HAIUYUYU MHOXKECTBEHHBIX Y3JI0B B JIETKUX.
[Mpegpacnonaratomumu GpaKToOpaMu SBIAIOTCA CPESHUI BO3PACT U MYXKCKOH TOJ. B cTaThe MPUBEAEHO KJIH-
HUYeCKOe HabJIIoZieHYe TTalleHTa, CTPAJAIoNIero peAKuM codeTaHeM IIEPBUYHOTO UMMYHOAeQUIIUTA U XPO-
HUYECKOTO JBYCTOPOHHETO PUHOCHHYCUTA, 0C060 yZelIeHO BHUMAaHUe JJab0PaTOPHBIM U MHCTPYMEHTAIbHBIM
00ce[0BaHUAM, a TaKXKe JIEUEHUIO.
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The article tentatively reviewed such rare immuno-dependent conditions as: I1gG4-linked primary
immunodeficiency (PI) and general variable immunodeficiency. Over the past two decades, more and more
data has been accumulating about this subject, due to which several previously known nosological forms were
combined into a new group of IgG4-associated diseases (IgG4-SZ), and in order to establish a diagnosis of
IgG4-related systemic disease, two or more lesions of organs are required. This group of diseases has a common
serological sign — an increase in the concentration of IgG4 subclass in serum. Histologically in organs and
tissues, plasmocytes infiltration secreting IgG4, eosinophils are formed, fibrosclerosis and obliterating phlebitis
develop. Laboratory and immunological examination of patients with PI helps to identify a specific violation of
the immune system. Primary diagnosis is usually done using a panel of screening laboratory tests. A high risk
of developing IgG4-C3 is in patients with pancreatitis with unknown etiology, sclerosing cholangitis, bilateral
enlargement of the salivary and lacrimal glands, in the presence of multiple nodes in the lungs. Predisposing
factors are middle age and male gender. The article presents a clinical observation of a patient suffering from
a rare combination of primary immunodeficiency and chronic bilateral rhinosinusitis, special attention on
laboratory and instrumental examinations and treatment.

Keywords: primary immunodeficiency, chronic rhinosinusitis, intravenous immunoglobulines.

© Komextus aBTopos, 2020

100 2020;19;2(105)



