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Pedepar:

1. lana po60oTa NpuUCBsiYEHA BUBYEHHIO [IEPBMHHUX Ta BTOPUHHUX rilIOraMMaryiooyliHeMill 3 METOIO MiABUILEHHS
e€(EeKTHUBHOCTI JIIKyBaHHS JliT€H 3 JaHOIO NATOJIOTI€I0, TIOKPAIEHHS IKOCTI iX KUTTS, NONepeI)KEHHI BUHUKHEHHS
iHpekLiHNX XBOPOO Ta iX yCKIaTHeHb, a TAKOX 3HIKEHHS CMePTHOCTI. Ha nifcTaBi peTpoCeKTUBHOIO Ta
IIPOCIEKTUBHOrO AOCJiJKEHHS IiTell 3 IEPBUHHUMM TilloramMmaryuo0ysliHeMisiMy, 110 OTPUMYIOTh 3aMiCHY Tepariiio
IpernaparaMy BHYTPIIIHbOBEHHOTO iMyHOT 100y 1iHy (BBIT'), npoBeneHo OLiHKY pi3HMX CX€M JIiIKyBaHHS i3
BpaxyBaHHSIM A03yBaHHs BBII' Ta peryisipHOCTi MpoBeneHoi Tepariii, a TaKOX yTOYHEHi KpuTepii eeKTUBHOCTI
3aMicHoi Teparlii npenaparamu iMyHOIJIO0YJIiHIB Yy 1iTeil 3 IepBUHHUMHU TiloraMmarjao0yaiHeMissMU (IepeBakHO
iMyHOZediuUTaMu aHTUTIIT), @ TAKOXK TiNIOraMMarjao0yIiHeMisSIMY, SIKi aCOLI0I0ThCS 3 IHIIYMU IEPBUHHAMU
imyHozmedinuTamu. HaykoBa LiHHICTb POOOTH I0JISITA€ B TOMY, 11O BIIEPIIE ONMMCAHI KJIiHIKO-iMYHOJIOTiuHi

[IOKa3HUKY Y [iTell 3 BTOPMHHUMH TiloramMmmarsao6ysiHeMisMU Ta HAyKOBO OOTPYHTOBAHO IIPM3HAYEHHS 3aMiCHOI



Teparlii NpernaparamMmu BHYTPilIHBOBEHHOT'O iMyHOIJIO0YJIiHy. B pe3ysbTari IpeACcTaBIeHo KIiHiYHy XapaKTEPUCTUKY
Ta IIPOBEIEHO aHajli3 IMyHOJIOTIYHMX [TOKAa3HUKIB Y [IiTell 3 BTOPUHHUMH TilloraMMariao6ysiHeMisMu, BUBHAUYEHO
TaKTUKY JAHAMIYHOTO CIIOCTEPEXXEHHS Nalli€HTiB 3 BTOPMHHYUMMU TilloraMmmaryio0yliHeMisiMH, 371i/ICHEHO OLIiHKY
CBO€YACHOCTI KOpeKLii AediluTy aHTUTIJI y TaKMX NALi€HTIB Ta BIJIMBY Pi3HMX CXeM 3aMicHoi Tepanii BBII" Ha
nepeobir 3axBoproBaHHA. TakoX HaJjaHa MOPiBHSJIbHA XapaKTePUCTHKA TiloraMmarso0ysliHeMill y 3a/1eKHOCTI Bif,
CTYIIEeHSI TSDKKOCTI Y [iTeil 3 IepBUHHUMU Ta BTOPMHHUMM TirorammarsotysineMisimu. EQeKkTuBHiCTb JiKyBaHHS
OLIiHIOBAJIaCh 3a IONIOMOTOI0 aHaJli3y PiBHS CUPOBAaTKOBUX iIMYHOIJIO0YJIiHIB, YaCTOTA BUHUKHEHHS iH(PEeKUiNHNX
3aXBOPIOBaHb, 3aCTOCYBAaHHS aHTMOIOTUKOTEPAIIii Ta KiJIbKOCTI rocmiTasizaliil 1o Ta nicjs NpoBeeHHs 3aMiCHOi
teparii BBII. ¥ mane mociuimkeHHs 6yJ0 BKIIOYEHO 53 JUTHHY 3 IEPBUHHUMU TilloraMmmaryiooyliHeMisiMu. Ix oyJs0
IIO/IiJIEHO Ha IPyIu: ClIaJiKoBa rinoraMmmarsiaobysninemis (16 piteit), 3arasbHuil BapiabesbHul imyHonedinuT (6 mitei),
IIepBUHHI KOMOiIHOBaHi iMyHOAe()ILNTU (4 AUTUHM), TPAH3UTOPHA rinorammaryuob6yainemis (10 giten),
rinorammarso6yJiiHeMist HeyTouHeHa (4 guTunn), nediuut cyoksnacis IgG (3 nuTHHY), iHII BU3HAYEH] CUHAPOMU
imyHonedinuTy (6 miteil: onHa i3 cuHgpomom HesepTona, opHa i3 cuHgpomom Jlyi Bap, ABoe i3 cuHIpoMOM
Hiiimerena, gBoe i3 cunapomom [li-Ixopmki). Takox y LOCii>KeHHs yBiMIIKM: OfHa JUTHHA 3 rinep-IgM
CHHIIPOMOM, IBi IUTMHU 3 IEPBUHHUM iMyHOZEe(DILNTOM 3 6JIM3bKMM J0 HOPMU piBHeM IgG Ta ofiHa IUTHHA 3
nedekromM imyHHOI perymsauii (X-3uenyieHust siMmdonpoinidepaTuBHuii cuaupom). CepenHiil Bik BCTAaHOBJIEHHS
IiarHO3y MNallieHTiB y IPyIi CI1aIKoBOi rinorammarsnotysinemii ckiaznas 4,1 poky, y rpyni TPaH3UTOPHO]
rinorammarsno6ysninemii - 0,8 poku, y rpyni 3BI]] - 10,1 poku, y rpymi rinoramMarsiooysiHeMii HeyTo4HeHoi - 3,7
POKH, y IPyIIi iHIIMX BUBHAYEHUX [1IePBUHHUX iMyHOHediuuTiB — 0,8 poKu, y rpyIi nepBUHHNUX KOMOIHOBAaHUX
imyHonedinuTis - 1 pik, y rpyni gediuuty cyokinacis IgG - 8,3 pokuy, y rpyIi nepBuHHOTO iMyHOeQilUTY 3
0JIM3bKMM [0 HOPMaJIbHOTO PiBHEM IMYHOIJIOOYJIiHIB — 6,8 poKU. Y AUTUHM 3 rinep-IgM cUHIPOMOM JiarHo3
BCTAHOBJIEHO ¥ Billi 2 DOKIiB, a Y IUTUHU 3 X-34EIJIEHUM JIiM(pONpostidepaTUBHUM CUHAPOMOM
rinoramMmmarso6ysiHeMist BUsBIeHa y Billi YOTUPbOX pokiB. OTxe ceper 53 IiTell 3 IepBUHHUMU
rinoraMmmarsio6ysiHeMissMU IiTU rpyAHoro BiKy ckuanu 32% (17 niteit), oitu paHHboro Biky — 26% (14 miteit), mith
IOILIKIZIBHOTO BiKy — 17% (9 miTel), AiTH MOJIOJMIOrO WKiJIBHOTO BiKy — 17% (9 mitel), AiTy cTapimoro Biky — 8% (4
ouTuHM). [Ipy bOMy XJIOMYUKIB 6ys10 34,/64%, a giBuaTok - 19,/36%. BpaxoBytoun X-3uemnsieHuil TUI iepegadi y
IpyIIi #iTeil i3 cragKoBolo rinorammarsioodysineMiero, giteil 3 rinep-IgM cuHapoMoM Ta X-34eraeHuM
niMmdornposnidpepaTUBHUM CUHIPOMOM CIIOCTEPITasnucCh TifibKU xaonuuku. Cepen, iHpeKUiiHUX 3aXBOPIOBaHb
HalyacTile y fiteil 3 nepBUMHHUMU rinoraMmMaryiooysinemisimu 6ynu iHgekuii BepxHiX (CMHYCUTH) i HUXKHIX
IVXaJIbHUX MIJISXiB (THEBMOHIi, GpOHXITH), 6aKTepiasbHi 3aXBOPIOBAHHS WIKIPH, il MIPUIATKIB Ta M'IKUX TKAaHUH
(miomepmist, mapoHixii, nanapuuiii, PypyHKyJIb03, abcuec, paermMona, THilHU giManeHiT, rHiltHUI MacTHUT), THilHI
OTUTY, iHBa3MBHI iHpeKIi] (cercuc, MEHIHTIT, ocTeomieniT). He Tak yacTo y HUX BUHMKANM iH(eKLii poTOBOi
MIOPO>KHUHMY, iH(eKIii OKa Ta 1Oro MpuAATKOBOTrO anapary, iHdekii ce40BuX LUISIXiB, XpOHiIUHA Jiapesi, TPMOKOBI
3aXBOPIOBaHHS, MiKkobaKkTepianbHi iHdeKil. AKTyabHUMU JJ1s1 [iTeil Ljiei rpynu 6yJu TakoxX ajnepriuHi (6poHxianbHa
acTMa, aTOMIYHUI IepMaTUT, aJIEPTiYHUN PUHIT, EpUTPOAEPMIs) Ta ayTOIMYHHI 3aXBOPIOBAHHS (ayTOIMyHHA
reMoJIiTUYHa aHeMid, ifionaTrnyHa TPOMOOLUTONIEHIYHA [TyPIIypa, AyTOIMyHHA HEMTPOIIEHis], ilionaTuYHui
IOBEHIJIbHUI apTPUT, FTeMOpariyHuil BacKyJiit). [lepeBakHa 6isbIIicTh AiTe! OO 11049aTKy 3amicHoi Teparii BBIT

XBOpiJsa Ha iHPeKIIii BepXHiX Ta HUKHIX AUXaJbHUX IJISXIB.

2. This scientific work is devoted to improving the study of primary and secondary hypogammaglobulinemias with
the aim of increasing the efficacy of treatment of children with this pathology, improving their quality of life,
preventing the occurrence of infectious diseases and their complications, as well as reducing mortality. On the
basis of a retrospective and prospective study of children with primary hypogammaglobulinemia receiving
intravenous immunoglobulin (IVIG) replacement therapy an assessment of various treatment regimens was carried
out, taking into account the dosage of intravenous immunoglobulin and the regularity of the therapy, as well as
specified criteria for the efficacy of immunoglobulin replacement therapy in children with primary
hypogammaglobulinemia (mainly antibody immunodeficiencies), and hypogammaglobulinemias associated with
other primary immunodeficiencies. The scientific value of the work lies in the fact that, for the first time the
clinical and immunological indicators of children with secondary hypogammaglobulinemia are described and the



appointment of IVIG replacement is scientifically justified. As a result, the clinical characteristics are presented
and the analysis of immunological parameters in children with secondary hypogammaglobulinemias is carried out,
the tactics of dynamic monitoring of patients with secondary hypogammaglobulinemias is determined, the
timeliness of the correction of antibody deficiency in such patients and the impact of various schemes of IVIG
replacement therapy on the course of the disease are evaluated. Also comparative characteristic of
hypogammaglobulinemias depending on the degree of severity in children with primary and secondary
hypogammaglobulinemia was provided. 16 The efficacy of the treatment was evaluated by analyzing the level of
serum immunoglobulins, the frequency of infectious diseases, the use of antibiotic therapy, and the number of
hospitalizations before and after IVIG replacement therapy. 53 children with various forms of primary
hypogammaglobulinemia were included in this study. They were divided into groups: hereditary
hypogammaglobulinemia (16 children), common variable immunodeficiency (CVID) (6 children), primary combined
immunodeficiency (4 children), transient hypogammaglobulinemia (10 children), unspecified
hypogammaglobulinemia (4 children), selective deficiency of immunoglobulin IgG subclasses (3 children), other
defined immunodeficiency syndromes (6 children: one with Netherton syndrome, one with Louis-Bar syndrome
(ataxia telangiectasia), two with Nijmegen breakage syndrome, two with DiGeorge syndrome). The study also
included: one child with hyper-IgM syndrome, two children with specific antibody deficiency (SAD), and one child
with a defect in immune regulation (X-linked lymphoproliferative disease (XLP), Duncan’s syndrome). The average
age of diagnosis of patients in the group of hereditary hypogammaglobulinemia was 4.1 years, in the group of
transient hypogammaglobulinemia - 0.8 years, in the group of CVID - 10.1 years, in the group of unspecified
hypogammaglobulinemia - 3.7 years, in the group of other defined primary immunodeficiencies - 0.8 years, in the
group of primary combined immunodeficiencies - 1 year, in the group of deficiency of IgG subclasses - 8.3 years,
in the group of SAD - 6.8 years. A child with hyper-IgM syndrome was diagnosed at the age of 2 years, and a child
with XLP was diagnosed with hypogammaglobulinemia at the age of four. So, among 53 children with primary
hypogammaglobulinemia, 32% (17 children) were infants, 26% (14 children) - of early childhood, 17% (9) - children
of preschool age, and 17% (9) - children of primary school age, older children - 8% (4 children). At the same time,
there were 34,/64% boys, and 19 /36% girls. As a result of X-linked transmission only boys were observed in the
group of children with hereditary 17 hypogammaglobulinemia, hyper-IgM syndrome and X-linked
lymphoproliferative syndrome. Among the infectious diseases most often in children with primary
hypogammaglobulinemia were infections of the upper (sinusitis) and lower respiratory tract (pneumonia,
bronchitis), bacterial diseases of the skin, its appendages and soft tissues (pyoderma, paronychia, panaritium,
furunculosis, abscess, phlegmon, suppurative lymphadenitis, purulent mastitis), supurrative otitis, invasive
bacterial diseases (sepsis, meningitis, osteomyelitis). Infections of the oral cavity, infectious eye diseases,
infections of the urinary tract, chronic diarrhea, fungal diseases and mycobacterial infections did not occur so
often. Allergic (bronchial asthma, atopic dermatitis, allergic rhinitis, erythroderma) and autoimmune diseases
(autoimmune hemolytic anemia, idiopathic thrombocytopenic purpura, autoimmune neutropenia, juvenile
idiopathic arthritis, hemorrhagic vasculitis) were also relevant for children of this group.
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