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Hlepsunni depivumu anmumiioymeopenns — Habiwuwa epyna nepeunnux imynodediyumie. Ils zemepozenna xainiuno ma
2eHemUUHO 2pyna 8PoONCeHUX OeheKkmis iMyHHOT cucmemu 8KIIOUAE Jezki, Hepioko 6escumnmomui, depivqumu IgA ma cybraacie
IgG i sancxi azammaznobyninemii 3 npuenivenmam npooyruyii ycix anmumin. Hatiuacmiwi xainiuni nposisu — eajxcki abo peyuouemi
cunonyavmonapui ingexuii. Moicausuil po3sumox aymoimynHoi namosnozii, eumeponamii. 3amicna mepanis npenapamamu
IMYHO2ZI0OYNIHIE — OCHOBHULL MEMOO JIKYBAHHS. 2IN02AMMAZI00YITHEMILL.
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HepBI/IHHi nedinutu antutisioyrsopenss (I1/1A) — naii-
MOMMPeHinT (GopMHU TEPBUHHUX IMYHOAePIINTIB —
HapaxoByTh 613bKk0 50—60% BPOKEHOI T1aTOMOTIT IMYyH-
HoI cucremu. [lepBuHHi gedinuTu aHTUTIIOY TBOPEHHS 00'€/1-
HYIOTb T€TEPOreHHY IPYITy iIMyHHUX /1e(DEKTIB, SIKi XapaKTepH-
3yIOThCS HEJOCTATHICTIO MPOYKILl aHTUTIJ y BiAMOBib HA
anturenn. Criextp II/JA pisHOMaHiTHWIT — BiJl CEJIEKTUBHOTO
nebinury IgA Ta cyoxmnacis IgG 10 TsekKol arammariobyJtine-
Mii 3 TOBHOIO BiZicyTHicTIO B-stimdonutis.

Ha croropni inentndikosano gedextn B 27 pisHUX TeHaX,
ontHak y Ginbiiocti nanientis 3 IIJJA reHernuni nedextu He
BusBJeHi [7]. JlocarHeHHS y BUBYCHHI TEHETUYHOTO iJITPYH-
T po3BUTKY i nudepenttiatii B-snimdonuris, inenTudikartis
TeHiB, 3aJyYeHNX /10 PO3BUTKY Ae(ilUTiB TPOAYKITii aHTUTIJ,
JTAIOTh 3MOTY Kpallie 3p03yMiTH MaToreHe3 I[i€l TPYTIH TIepBUH-
HuX iMmyHOziedinnTiB. Bakimsoio € qudepenitianbha jiarnoc-
tuka pisnux dopm [I/[A y BusHavenni migxois /0 JiKyBaH-
HS Ta [IPOTHO3Y 3aXBOPIOBAHHS.

Bposkeni gedinuTu npoayKIii aHTUTILI MatOTh TOAIOHMIT
KJIIHIYHUI (DEHOTHII, 110 XapaKTePU3YETHCS MiJBUIIECHOIO
CXWIbHICTIO 10 GakTepianbHux indekuiil [5,21]. Aytoimymni
3aXBOPIOBAHHA Ta 3JI0SIKICHI HOBOYTBOPEHHS TAKOXK IPUTA-
MaHHi gesskuM hopmam edinuTis mpoayKiii antutia. lebor
ITJA moxiuBuil y pisHOMY Billi, 3aJe’)KHO Bif iMyHHOTrO
nedexry. Bimbmricts dopm medinuTiB MPOAYKII aHTUTINI
MaHiecTyIoTh y TepIT POKU KUTTS, BOJHOYAC 3aTrajJbHUN
BapiabesbHuil iMyHOZEDIIUT i ceJIeKTUBHI eeKTH MPOIYK-
11ii aHTUTIJI MOKYTD ITPOSIBUTHUCS KJIIHIYHO B 6y[[b-HKOMy BIIII.

Panng giarHocTuka i CBOEYACHO po3loyaTe a/leKBaTHE
JIIKYBaHHSI € KJIIOYOBUMH MOMEHTAMH IOJOBXKEHHS SKUTTS
XBOPUX 13 BPO/UKEHUMU jedinuraMu TPOAYKIi aHTUTiI
i mokpamanHs Horo skocti. Ili3He BcTaHOBJIEHHS /iarHO3y
Ta/ab0 Hea/leKBaTHE JIIKYBaHHSI IPU3BO/STD 10 HE3BOPOTHOTO
YPaKeHHsI OPraHiB i CUCTEM YHACJI/IOK TSKKAX PelMMBHUX
iH(eKIIiif, 10 paHHBOI CMePTi XBOPUX. BijbIIicTh MAIi€HTIB i3
nedilToM MPOAYKIT aHTUTII MOKYTb KMTH HOPMAaJTbHUM
SKUTTSIM, OTPUMYIOYM PEryJIsipDHY 3aMiCHY Teparliio Iperapa-
TaMu iMyHOIJIOGYJIiHIB.

B ocranniit xnmacudikariii nepBUHHUX iMyHOmedIiIINTIB
(2013, TUIS) Bupiseni micts rpyn gaedinuriB aHTUTIIOYTBO-
PEHHS BIIMOBIAHO 10 AeeKTY MPOAYKIIii iIMyHOrJIOOYIiHIB Ta
KimpKocTi B-mimdoruris [17].

1. TorajubHe 3HUKEHHS BCIX IMyHOTIO0Y IiHIB CHPOBaTKH
KPOBi 3 INIMOOKUM 3HMKEHHSAM a0o0 BincyrHicTio B-nimdo-
nutiB. Cepejt iMmyHOeDININTIB i€l rpynu BUALIAIOTH X-34ell-
JIeHI Ta ayTOCOMHO-PeIeCHBHI (hopMH araMMario0y TiHeMil,
SIKi BUHUKAIOTh BHACJIZIOK BPOPKEHOTO JlecheKTy paHHiX cTa-
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nitt po3BUTKY B-siMdoruTiB, XapakTepusyioThCs BiICYy THICTIO
UPKYTo0YNX B-siMdoruTiB i HaA3BUYallHO HU3BKUM PiB-
HeM IMyHOTTOOYJTHIB YCiX KJIAciB y cupoBaTii KpoBi. Yacrora
imyHoznedinury cranouth 1-2:200 000 Hacesenns [10].
Azammaznobyninemis, sueniena 3 X-xpomocomoro, Hauye
moHaz 85% BUMAAKIB araMMario6yJriHeMii, BUHUKAE BHACJTI-
Jok MyTariii Tuposunkinasu bpyrona (Btk), sika meobxinHa
JUISE HOPMAJbHOTO TIpolecy [no3piBanHs B-mimdonuris.
Myraitii rena BTK npusBosATb 10 3yIIMHKN PO3BUTKY B-s1iM-
(oruTiB y KiCTKOBOMY MO3KY, MaiiKe MOBHOI BiZICyTHOCTI
KJIITUH y mepudepnuHiii Kposi marientis — no 1%. Pisenp
iMyHOTIOOYJTIHIB Y CHPOBATIH KPOBi Ha/[3BUYANHO HU3BKUH,
Bi/ICYTH4 T'yMOpaJibHa BiJIOBi/[b HAa AHTUTEHU. YPaKeHHI
B-xmiturnoi manku npu gedinuti Btk cnpuuniioe cyTTeBe
3MeHIITeHHs 200 BiZICYTHICTD JTIM(BaTHIHIX BY3JIB i MUTIAIH-
KiB, SIKi B HOPMi MiCTATb BeJIMKY KiIbKicTb B-simdoruTis.
IIpu 1bOMY y XBOPUX IOBHICTIO 36epeskeHi KiJbKicHI
Ta GYHKIIOHATbHI TOKA3HUKY T-KJIITUHHOI JIAHKW iMYHITETY.
Aymocomno-peyecusni popmu azammaziobyrinemii — piakicHi
Bapiantu II/[A, B OCHOBI SKUX Jie)KaTh MyTallii TeHiB KOMITO-
HEHTIB perlenitopa 1mpe-B-aimMboIuTiB: BakKOTO JaHIOra L,
Igo, IgB, v5, a Takosxk GLIKIB CUTHAIBHOTO MIIAXY B-KIiTHHHO-
ro perienitopa — BLNK Tta PI3 kinasnu [5,8]. ImyHosmoriunmii
podisnb arammaraodyrisemil (BiCyTHICTb IMyHOTIOO0YTiHIB
i B-nimonutiB) Moske MOEHYBATHCS 3 TAKUMU KJITIHIYHUMU
posiBaMu, SIK Mikporiedalis, JUIeBi aHOMaJii, Tinornasisa
MO30YKa Ta iH., 0 nepeadadae 3ajyuyeHHs iHIMX rexis [23].
Kniniuni cumnromu 3'sBisiorscss y  50% XxBopHx
3 aramMarsiooyJinemicio y Biri 6—12 mic., ko KaTaboisy-
10Tbcst MaTepuHchKi IgG, Maiizke Bei maiienTn MaHihecTyoTh
10 5-pignoro Biky. Omvcano pizkicHi Bumaaku Mamicecrarii
arammarsio0ysiiHemii, 3uerieHol 3 X-XpoMOCOMOI0, Y MiJIiT-
KiB i gopocsux. Peruausni 6akrepiaibhi iHeKIii € 0CHOBHE-
MU KJIIHIYHUMU TIPOsiIBAaMHU 11bOTO iMyHOzAedinuTy. Bogrouac
IIi XBOpi He CXWJIbHI 0 OMOPTYHiCTHUHUX iHexIiil. bak-
TepiasibHi iH(EKIIT CIIPUYNHIOIOTBCS TIEPEBAYKHO S. pneumo-
niae, H. influenzae, rpamHeraTuBHUMM €HTEPOOAKTEPISIMU.
Haiiyacrimme xBopi 3 aramMmarso6yJsiHEMi€0 CTPakAaioTh
Ha PeUANBHI iH(EKITi1 BepXHiX i HUKHIX IUXAThHUX MIJISXIB.
IHiliHniT OTUT XapakTepHUil /s AiTell paHHBOTO BiKY. Xpo-
HiuHU cunycut crocrepiraetbest y 50—-70% XBopux y crap-
momy Bitti. XpoHiuHuii GpOHXIT, IOBTOPHI MHEBMOHII IPU3BO-
I9Th 10 GOpPMYyBaHHSI OPOHXOEKTa3iB. Y OLIBIIOCTI XBOPUX
BUSBJISIIOTH  OJJHOYACHO KijIbKa BOTHUIL OaKTepiajbHUX
indexuin 3 xponiynum abo peUUAMBHUM Tiepebirom,
3 PO3BUTKOM BJKKMX YCKJIQJIHEHb (MACTOIIUT, EMITIEMA I1JIeB-
pn). S. aureus ta Pseudomonas HepisiKo € IPUYMHOIO CENTHIIE-
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Mii. ¥ XBOpPHUX ONMCAHO THIIHI apTpuTH, ocTeomiemiT. bakre-
plaTbHII MEHIHTIT, Celchuc TaKoK MOXKYTh YCKJIQIHIOBATH
nepebir imynogedimury. Mikomiazmu 4acTo CHPUYMHIOTH
iH(EKIT IMXanbHOT CUCTEME Y XBOPHX 3 aTaMMAarI00y riHeMi-
€10, ypaxKaloTh CeYOBi i cTaresi oprauu, cyriodu. s imyHo-
nedinuty xapakrepHi Takok Gakrepiasibhi iH(eKil mKipu ta
M'SIKUX TKaHuH (1iozepmisi, abciecy, (uierMoHa) ta CIIM30BUX
060s10HOK. ¥ 5—10% XBOPHUX Bi[3HAYAIOTH PELMIAUBHUI OaK-
TepiasibHUiT KOH' TOHKTHBIT. Bim3bko 25% [iTeil 3 araMmarJio-
OyJiiHeMi€r0 XBOPIIOTh Ha Jiapero, HalyacTilie CIpUYUHEHY
Giardia lamblia, ojHak akTyajibHi TAKOXK 1HII 30yAHUKU: POTa-
BipycH, eHTepOBIPYCH, KaMITiI06aKTeP, CaIbMOHEJIH, T,

PecmipaTopni BipycHi indexiiii y maiienTiB 3 araMMarJio-
GyJiiHemieto iepebiraroTh 6e3 ocobmBocreil. BogHouac Bipyc-
Hi iH(eKIiT TPU3BOASATD 10 PO3BUTKY HEHTPOIICHII 1 3a3BHyail
nepeiyloTh JpaMaTUYHIN Ipe3eHTallil BaKKUX 1HBAa3UBHUX
Gakrepianpuux indekuiii [21]. Helirponeniio BusBIeHO Y
15—25% XBOpUX 3 araMMarsio0yIiHeMi€lo.

XBopi Ha aramMMarsioOyJIiHEMil0 HAaIMIPHO YYTJIUBI [0
eHTepoBipyciB, Takux K nosiosipyc, Bipycu ECHO Tta Koxkca-
Ki. ¥ HUX OITMCaHi TTOOIMHOKI BUIIA/IKN BAKI[THOACOIiHOBAHOTO
MTOTIOMIEITY TiC/IsT BBEJICHHST OPaJbHOI JKUBOI aTeHyHOBaHOI
BakiuHu. EHTEpOBipycHMiT MeHiHTOEHIIedaniT y XBOPUX Ha
araMMarsio0yJiHeMilo Ma€ miArocTpuii abo XpOHIYHUI mepe-
6ir, XapaKTePU3YEThCS MPOrPECYI0U0I0 HEBPOIOTIYHOIO CUM-
MITOMATHKOIO Ta BUCOKUM PiBHEM CMEPTHOCTI. X POHIUHI eHTe-
poBipycHi iH(deKIIii MOKYTbh YpaskaTH TaKOXK iHII OpPraHu Ta
CHUCTEMHU: IIKIpy Ta M'dKi TKaHUHU, M'SI3U, ceplle, MEeUiHKY.
JlepmaromiosuTnoniOnuii cunapoM Manidectye HaGpsSKOM
KiHIIIBOK Y TIOE/IHAHHI 3 €PUTEMATO3HOIO BUCUTIKOIO [23].

VY 20-30% xBopuX 3 araMMarjo0yJiHEMI€0 BUHUKAE
ypaskeHHsI CyrJI00iB, sike 3a KJIIHIYHUME [POSIBAMU HAaTaly€e
peBmaroiguuii apTput. IlepeBaskHo ypaskyoThcs Besuki
cyriobu, Tpu TpUBAJIOMY 1epebiry MOKJIUBI AeCTPYKTUBHI
3MiHu Xpsiia. Y OiIbIIOCTI ONMCAHUX BUIAIKIB PO3BUTOK
apTPUTY ACOIIIOETLCA 3 EHTEepOBipycaMmH, MiKOIIa3MamH,
ypeariasMaMu. 3a YMOBU PaHHLOTO BCTAHOBJIEHHS /[IarHO3Y
iMyHOZIEDIIUTY i CBOEUACHO PO3IIOUYATOTO JIIKYBAaHHS TIpera-
paraMu IMYHOIJIOOYJIHIB MPOSIBM <«PEBMATOIA0MOAIGHOTO>
apTPUTY MIBUAKO JiKBixyioThCst. OnHak y XxBopux 6e3 3amic-
HOI Teparii mpenaparaMu iMyHOTJIOOYJIHIB MOKYTb (hopMy-
BaTUCS HE3BOPOTHI 3MiHU CYIJIOOIB YHACIIZIOK PO3BUTKY XPO-
HIYHOTO apTPUTY.

Hiarnoctuka. TunoBumu JgabopaTopHUME O3HAKAMU
aramMarsio0yJiiHeMii € HaA3BMYallHO HU3bKUIL piBeHb IMyHO-
rnobyinis 1gG, IgA, IgM, IgE y cuposarii Kposi Ta Maiixke
OBHA BifcyTHicTH B-mimdouutis, mo BU3HAYAIOTL 3a
excrpeciero mosiekyn CD19 a6o CD20<2%. CuposaTkoBa
koHuenTpauis [gG y 6iabInocTi XBOPHUX Ha araMMario0yJiiHe-
Mifo 3HIKeHa 710 1-2 v/, konnenTpaiid [gA Ta [gM <0,1 r/7.
3a HasIBHOCTI XapaKTePHUX KJIHIYHUX i IaOOPATOPHUX O3HAK
3 MeToio Bepudikarii aiarHo3y pPeKOMEeHAYIOTh MPOBOAUTU
MOJIEKYJISIDHY iarHOCTUKY iMyHomedinuTy. Bugsusmm
myTarttifo rena BTK, Ba/I1BO BUBHAYUTH BCIiX HOCIiB MyTaIlii
y ciM'i, 1[0 [1a€ MOKJIMBICTD, 3a MOTPeOU, 3MAIHCHUTH MpeHa-
TaJIbHY IIarHOCTHUKY i 3a106IrTH HAPOKEHHIO JINTUHY 3 BaK-
KUM iMyHO1eillUTOM.

Axmo myTariiinuit anamis ctocoBHo reHa BTK HeraTns-
HUIT Ta/a00 TAIIEHT KIHOYOI CTaTi, IOKa3aHe CeKBEHYBaHHS
IHIITMX TEHIB /IJIsI BUSIBJIEHHS MYTaIliil (Ba’KKOTO JIAHITIOTA L,
Igo, 1gB, v5, BLNK, PIK3R1).

2. TorajibHe a60 CyGTOTAIbHE 3HUKEHHS HE MEHIIE IBOX
KJAciB iMyHOIJIOOYJIHIB 3 HOPMAJHHOIO 00 3HHXKEHOIO
KisbKicTio B-nimdonuris

3arasbHuii Bapiabesbuuii iMyHoAe)iUT — reTeporeHHa
Tpylia 3aXBOPIOBaHb, SIKi XapaKTepU3YIOThCS TilIOTaMMaryo-
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GyiHeMi€r0, TOPYIIEHHAM TPOAYKINii crieru(iaHnx aHTHTII
i TiIBUIIEHOI0 CXUJBHICTIO 0 PEIUINBHUX i XPOHIYHUX
indekiit. XBopi 3i 3BIJ] cxuibHi Takox A0 ayTOIMyHHHX
3aXBOPIOBaHb i 370gKicHux HOBOyTBOpenb. Ha 3BI/I xBopi-
10Th 0coOu 000X cTateil. Yacrora iMyHOAEeDIUTY CTAHOBUTD
Bix 1:10 000 7o 1:50 000 y momysrii [18]. Kniniumuit ciekTp
3BI/l pisHOMaHITHUI, CUMIOTOMH HOTO MOXKYTb 3 SIBUTHCS
B Oy/Ib-IKOMY BIlli, K y AiTEH, TaK i y Z0POCIIHX.

Eriosoris. Xoua Ginbuiicts Bunankis 3BI/I ciiopagnyi,
y 10—20% XBOpHX BCTAHOBJIEHO CiMeITHMIT XapaKTep iMyHo/1e-
dinuty, y sikomy mpesaioe (80%) ayToCOMHO-TOMIHAHTHUI
nigx ycnajakyBaHHsg. Onucani BUIIQJKKM 1IPOTpecyBaHHS
nedinury IgA y 3BI/l. OcrannimMu pokamu izenTudikoBani
reHH, BiAMOBifaTbHI 32 PO3BUTOK rinoraMMarno6yniHeMi'1'
3 HOPMaJIbHOW a00 3HUKEHOW KijbKicTio B-imdoiuris,
XOua MOJIEKYJIIpHA OCHOBa GiIbIIOCTI BUMAAKIB iMyHOAEDI-
IUTY 3JINIIAETHCA HEeBioMO10. /leKisibKa reHeTHYHUX Jlehek-
TiB BUsBJIEHI B TeHax B-mimMdonnTis, a TakoxX B TeHax, IO
KOAyTh pererntopu abo giranan T-pimdonuris. Tenernuni
nedbextu y xBopux 3i 3BIJ] Busnaueni na pisHuUX CTajisix
madepentiianii B-simdoruris, mo Bigobpakac reTeporeHHy
IIPUPO/LY IMYHOIIATOJIOTTYHIX MEXaHi3MiB, SKi JIE)KaTh B OCHO-
Bi imyHozedinury [5].

¥ nanientis 3 nehexrom BAFF-R cyTTeBO 3nMKeHA KifTh-
KicTh B-7iMbOIUTIB BHACTIIOK TIOPYIIEHHS BUNCUBAHHS MA
nponigpepauii B-nimpouumis y nepudepnannx smimMdoigHIX
opranax. Jlirangom aktuyiodoro dakropa B-kaitun (BAFF)
€ mosekysia TACI, nedexru sikoi onmcano y 1-5% xBopux 3i
3BI/I. dedexr monexymun TACI acortiioeTbest 3 TaKUMU KJTi-
niunnmu nposBamu 3BIJI, gk ayrtoimynni saxsopioBamis,
simbornpodticdepaitis, B-kiitunni siMmdomu, opyiieHHs mpo-
nykiii anturin. Hopywenns akmusayii B-nimpoyumis 3ymo-
BJICHO TEHETHWYHUMHU JedeKTaMu CHUTHAJIBHOTO KOMILIEKCY
B-nimbonuris, axuit Bkaouae mosekymn CD19, CD21,
CD81 Tta CD225. Ileit komiuiekec akTuBye B-mimcormtu
micjs B3aeMOJil B-KiITMHHOTO peleniTopa 3 aHTUTEHOM.
AxrtuBartis B-riMdonuTiB y BifNOBih Ha aHTUTEHN BU3HAYA-
€THCST B3AEMOJIIEI0 KO-cTuMyagTopanx Mosekysa (CD40-
CD40L, ICOS-ICOSL). Mouekysna ICOS nHa akTHBOBaHMX
T-nimborurax Bincytns y 5% xsopux 3i 3BI/L [7].

3arasbHuii BapiabesbHuii iMyHozedinuT XapakTepusy-
€TbCS MOPYHIEHHAM Mi3Hboi Andepenmiarnii B-rimdoruTis.
31e6ibIIoro KijibKicTh B-kiiTuH HOpMasibHa, ajie gudepeH-
miaiisgs B-kaiTHH y T1a3MaTUYHI KJITUHU, 10 CEKPETYIOTh
iMmynorso6yJsriny, nopyiena. 1le TPU3BOAUTD A0 3HUKEHHST
PiBHS IMyHOIIOOYJIIHIB, @ TAKOXK /10 3HMKEHHS crieludiuHoi
BiAnoBial Ha GiakoBi Ta mosicaxapuaHi anturenu. Cyrrese
3HIKEHHS KIBKOCTI B-KJIITUH T1aM'SITi 3 TePeKJII0UeHUM CUH-
TE30M KJIacy IMyHOrJIOOYIIiHIB ¥ miepudepuyHiil KpoBi ¢Bij-
YUTh TIPO HEAOCTATHICTH (PYHKIII TePMiHATUBHUX I[CHTPIB
y xBopux 3i 3BI/I. [dexinbka cyyacnux kiacudikamniii 3BIJ]
BUKOPHCTOBYIOTb 32 OCHOBY 3MeHIIeHHS Kisbkocti CD27+
B-nimdoruTis mam'stti. Y 6iabinocti xBopux 3i 3B/ sumke-
Ha KimpKicTe CD4+ T-mimdormris [23]. YV xigbkox moc-
JijpkeHHsax y nainienTiB 3i 3BI/l BusBneno anomanii jien-
NPUTHUX KJITUH, 1O BilirPaloTh BaXKJIUBY POJIb SIK aHTUTEH-
MPEe3eHTYIOUi KJIITUHU B iHIIiaIlil TePBUHHOI IMyHHOI BiITIOBi-
ni. HemoctatHicTs GyHKINI AEHAPUTHUX KJIITUH MOXKe
MOSICHUTH TOPYIIEHHS aHTHUTeHCHeIMdiuHOl IyMOpPaJbHOI
Bigmosizi y xsopux 3i 3BI/I [5].

OCHOBHUMHU KJATHIUHUMU NPOSABAMYU, IO ACOIIIOIOTHCS
31 3BI/I, € peumaushi GakrepiaibHi iHdexIii, ayToiMyHHI
3aXBOPIOBaHHs, JiMGbOMHU Ta JIesiKi iHII HOBOYTBOpeHHS. Bik
MOSIBY CUMIITOMIB BapiabeabHUN — Bifi pAHHBOTO AMTSYOTO
110 TIoXuJToro0. € naHi, siki AeMOHCTPYIOTh HIMOAAIBHUN PO3IIO-
i i3 tBoMa mikamu — 1-5 pokis i 18—25 pokis. Ha Biamimny
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Bi/l XBOPHX 3 araMMarsioOyJtinemicio, y marientis 3i 3BI/] im-
(aTnuHi By3/11 Ta MUTIAIMKKA HOPMaJIbHUX PO3MIpIB a0 301/1b-
TieHi, y monas 25% BUMAJIKIB HASIBHA CTZIeHOMeTaist [4,15].

Maitxe B ycix namientiB 3i 3BIJ] B anamuesi Bigznava-
IOTBCST XapaKTepHi [aHi MPO TOCTPi, XPOHIUHI i PernuANBHI
indekiii — nmHeBMOHIi, cunycutu, otutu. IToBTOpHI GPOHXO-
JiereHeBi iHdeKii MPU3BOAATH /10 XPOHIYHOTO YPasKCHHS
Jeretb i hopmyBaHHs OPOHXOEKTa3iB, onucanux y 37-73%
nartienTiB 31 3BI/[. ¥ xBopux i3 Huspkoio Kingpkictio B-kiri-
THUH MTaM'STi i 3HUKEHUM PIBHEM aHTHUTIJ 10 THEBMOKOKOBOTO
nosticaxapuy iCHy€ BUCOKHUIT PU3KK MTOBTOPHUX OGaKTepiaib-
HUX MHEBMOHIN 1 6porxoekTasiB. BpoHxiasbia acTMa Ta Xpo-
HiuHI 00CTPYKTHBHI 3aXBOPIOBAHHS JIET€Hb CIIOCTEPIral0ThCs
vy 9-15% mamientis 3i 3BIJI. XBopum 3i 3BI/I BractuBa
BHUCOKA YaCcTOTa 3arajbHUX Ta iH(QEKIIITHUX 3aXBOPIOBAHb
opramiB TpaBJjeHHsI. XPOHIUHY [iapeio, YCKIaJAHeHy Maabald-
copbrieo, ommcano y 10% xBopux 3 imyHomedimurom.
lacrpoinTecTrHAIBHA MATOJIOTIS BKJIOUAE HOAYJSPHY JiM-
(oinny rinepmiasiio, 3anajabHi 3aXBOPIOBAHHS KHIIOK
(BupaskoBuil KoyiT, XBopoba Kpona), xponiunuii assm61i03,
HecrenndiuHy MaababcopoILiio.

Aytoimynna marosoriss npntamanna 20—25% XBOpHX
3i 3BI/I. Y HuX po3BUBAIOTHCS TaKi 3aXBOPIOBAHHS, SIK ayTO-
iMyHHa TeMOJIITHYHA aHeMisl, TPOMOOIUTOIIEHIs, PEBMATOI/I-
HUW apTpHT, TepHilio3Ha aHemis. lemomiTnuny amemiio Ta
ifiomaTnyHy TPOMOOTIUTONEHIYHY Ty PITypY YCIIITHO BUJIKO-
Bytorh BBIT y BucOKUX 103aX y KOMOIHAIIT 3 KOPOTKUM Kyp-
coM KoptukocTepoimis. Ciiji mam'aTaTu, 1o iMyHOCyIPecuBHi
[pernaparu TAKUM XBOPUM MOTPIGHO MPU3HAYATH 3 00ePEsKHi-
CTIO Y 3B'SI3KY 3 MOJKJIMBIM PO3BUTKOM YCKJIQTHEHD.

Hesnosikicni aimdornpoidhepaTnBHi 3aXBOpioBaHHS i rpa-
HyJIbOMaTO3 onucani y 8—22% xsopux ua 3BI/I. [ns tpetu-
HU TAIIEHTIB 3 UM iMyHOIeiIITOM XapaKkTepHa JiMdorpo-
mideparis: gimdazeHonaris, crieHoMerastis, JimMdboinna
iHTepcTUIliabHa THeBMOHIs [6]. IpanyibomaTosHe 3araseH-
Hg HalyacTinie ypaxkye Jiereni. Hepinko rpanysibomu BH-
SBJIIOTH Y TiMOiTHIN TKAaHWHI, TIETiHITi, CeIe3iHIli MaIli€HTIB
31 3BI/l. Pusux po3BUTKY 37105KICHUX HOBOYTBOPEHD Y XBO-
pux 3i 3BIJI 3pocrae 3 Bikom — 11-13% BumaAKiB y XBOPUX
BikoM 1oHa/ 50 POKiB. Y GiIbIIOCTI BUMAAKIB MyXJIMHU TTOXO0-
JISITD i3 TPABHOTO TPAKTY Ta JIiM(MOIIHOI TKAHUHU. Y XBOPUX 3i
3BI/I BiporigHicTh PO3BUTKY HETOKKIHCBKUX JIIM(MOM 3pOc-
tae y monan 400 pasis mopisHaHO 3 momyismieio. Y 1,5-5 pasis
BUIIUI PUBUK PO3BUTKY PAKOBUX IyXJIMH YCixX THIIB [15].

HMiarnocruka. HaiiBaxuBimum 1abopaTopHUM KpUTEpi-
€M J171s1 BeTanosisieHns giarnosy 3BI/L € nusbkuii pisens IgG
ta IgA y cuposarni kposi: Bix 0,1 T/ 10 ABOX CTaHAAPTHUX
BiZIXMJIeHDb HIKYe BikoBOi Hopmu. PiBenb IgM sumskenuii abo
HopManpHuil. Y mamientiB 3i 3BI/] mopymena mpoaykitis
crierudivHrx aHTUTI 10 GiaKoBUX (AMbTEpis, TpaBeln) Ta
noJsricaxapugiHuX (ITHEBMOKOK) AHTUTEHIB, 3HIKEHUN TUTP
i3oremarmoruninis. Kinbkicts B-rimdoruTis y nepudepuy-
Hiii KPOBI, 3a3BUYAli, B MexKaxX HOPMH, OZHAK MOKe OyTH CyT-
TeBO 3HMKeHa. Y Oiapmocti xpopux 3i 3BI/] sHmKkeHa Kinb-
kicTb B-nimdornutis mam'ati CD27+ [8,18].

[liarnoctuka 3BI/l Bumarae BUKIIOYEHHST iHIIUX TPUYUH
rirorammario0ystiHemii. ¥ marieHTiB 40/10Biuoi cTaTi HeoOXia-
HO BUKJIIOUUTH X-34eruieHnit JiimornporidepatuBunii cun-
apom. IarienTu 3 KisibkicTio B-imormris 10 2% 1otpebyoTh
MOJIEKYJIIPHOL JIIarHOCTUKU JUUIS BUKJIOYeHHs X-3uellsleHol
aramMMars1o0yJriHemii abo IHIIMX aHoMasiil 1pe-B-kiituHHOrO
perterrropa. /s X-3uensienoro siMdornpomiepatnBHOTO CHH-
JIPOMY XapakTepHi yxe Huabka Kiibkictb NKT-mimdbormris
i HagBHICTH B aHAMHE31 BaxkKoro nepebiry EBV.

3. [lmboke 3umskenns cuposatkosux IgG rta IgA, nop-
MaJibHUi 260 miaBuienuil pies IgM 3 HOPMATBHOIO Killb-
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Kictio B-nim¢onutis (1edektu pekomoinalLiii nepexaoden-
HsI KJIACY IMyHOTTIO0YJIiHIB)

Jledbextn pekoOMOIHALHN MePEKIIIOUEHHST KJIacy IMyHOIIIO0Y-
JIIHIB — 1Ie TpyIa NepBUHHUX iIMyHOIebIIUTIB, Bi/IOMUX paHilie
gk rinep-IgM-cunapom. 11g rpyna 3axBoproBaHb XapaKTepusy-
€TBCSI CYTTEBUM 3HIKEHHSIM TIPOJYKIT IMyHOTJIOOYIIHIB, sIKi
notpeGyIoTh TIPollecy IePeKoUeHHst Kiacis, To0to IgG, IgA,
IgE, Tozi sik KoHienTpaiist [gM 3anunactbest HOpMATbHOIO a60
mizBumiena. Ha cporozni imenTudikoBani 4OTHPU TeHETUYHi
seberTi PeKOMGIHAIL TIePeKITIOYeHHsT KIIacy iIMyHOrIOOYIIHIB —
mytattii renis CD40, CD40L, AICDA ta UNG.

IMmynonedinuT 1mepeBasKHO yCIAJKOBYETHCS 32 X-34erlie-
HUM THIIOM (63%) i 3yMoBJeHMil jieeKTOM TeHa, 110 KOLy€e
nosepxueBy mostekysny CD40L. Yacrora B nomysanii X-3uert-
Jienoro Bapianta rimep-IgM-cunapomy cranosuts 1:500 000
HacesieHHs. YacTrHa ayTOCOMHO-pellecuBHUX (hopM BUHMKAE
BHACJIIIOK pizikicHoro nedexty rena mosekysn CD40 (1%)
O6uBa aedexTn peKoMOiHAILT ePEeKIIOUeHHS KIacy IMyHO-
100y IiHIB MAIOTh TOAIOHI KJIHIYHI Ta IMyHOJIOTIYHI 3MiHH,
XapakTepHi st KomGinoBanux imynonedinuris. Jedinutu
aKkTuBaIiiiHo-iHAyKOBaHoi 1uTuanH-Aeaminazu (AICDA),
ypammi-/I[HK-rraikosnnasn (UNG) nasmexxats 10 BHYTPIIIHIX
nedektiB  B-mimMbonuTiB, MalTh ayTOCOMHO-PEIECUBHUI
xapakrep ycraakysanss. J{edimur AICDA cranosuts 10 20%
ycix nedexriB CSR.

Eriosoris. /[Ba ocHOBHI etanu B 03piBanHi B-nimdoru-
TiB — peKOMOIHAIlT TTepeKTIoYeHHsT KIACiB IMyHOrI00yIiHIB
(CSR — class switch recombination) Ta comaTuui rinepmy-
tarii (SHM — somatic hypermutations) — BizGyBaioTbcst
B TepMiHATUBHUX IIEHTPAX BTOPUHHUX JIM(DOITHUX Opramis
3aBskn Koorepaitii B- i T-smimdonuntis yepes B3aemojio
mostekysn CD40 na B-mimdorurax ta CD40L na aktuBo-
Banux T-xennepax. Iliciss BCTaHOBJIEHHS KOHTAKTYy Mixk
B- i T-xaiTnHamMm 31iliCHIOETBCS TIepesjadya CUTHATY B SIZIPO
kiituHU 4epes3 dakrop tpaHckpurniii NF-xB, sxuit mirpye
B S/IpO M aKTUBYE I'eHu, BiANOBIanbHi 3a pekombinanii JJHK,
10 IPU3BOAATH 10 NEPEKIIOUYEHHS] KJIACiB IMyHOII00yIiHIB
Ta (OpMyBaHHS COMATHYHUX Timepmyrarniil. Y sipi BiaOy-
BAETbCA aKTUBAllisl TeHiB aKTUBAliHO-iHYKOBaHOI IUTU-
nun-geaminazun  (AICDA), ypauuna-JIHK-raikosunasn
(UNG) ra inmmx renis, 3ayy4yeHuX 710 MPOIECIB PO3TIETIIeH-
ng i Bignosnennsa JJHK. 3minena ctpykTypa BimnosseHol
moutekys JIHK y renax iMmyHOrIO0YJIHIB CIPHYUHIOE T1PO-
JYKITIO Pi3HUX BapiaHTiB aHTUTIJ, BUCOKOADIHHUX /10 MIE€BHO-
ro anturena [5,14].

Bzaemonmia momexkyn CD40-CD40L e waassuuaitno
BAXJIMBOIO B MIKKJITUHHIN Koomepalii y rporeci iMyHHOI
Bignosizi. [Ipu B3aemonii mosiexkysin CD40L Ha akTuBOBaHMX
T-nmimbonurax i3 mosexynoio CD40 ma B-nmimdorurax
BizGyBaeTbest npoJtidepaist Ta audepeniaiis B-aimdonu-
TiB y NJIa3MaTU4HI KIITUHM Ta B-kaituan mam'ari. [Ipoxyk-
Iig BUCOKOCIEIM(pIUHOro penepryapy aHTUTII nepeabadac
MeperIToueHH st cuHTe3y iMyHorao6yinis 3 [gM Ha IgG, IgA,
IgE Ta nospiBanns adinnocti anTuTii. CHHTE3 AaHTHUTIJ BUCO-
Koi apiHHOCTI BifGYBAEThCSL 32 PAXyHOK COMATUUHUX Tilep-
MyTalliii BapiaGeJbHOTO PerioHy TeHiB iMyHOTJIOOYJIiHIB
i cemexmii B-kiituH 3 BHUCOKOAhIHHUM PEIENTOPOM.
[Ipu mbOMYy popMy€ETBCS MOy IS BUcOKoadiHANX B-Ki-
TUH NaM'ATi i TJIa3MaTUYHUX KJITUH. YHACTIoK gedexty
B3aemozii CD40-CD40L i 3a BizicyTHOCTI TIpOLIecy TepeKJIio-
YeHHS KJAciB iMyHOrIO6Y/IiHIB Y XBOPUX PO3BUBAETHCS
TSDKKa TinoraMMarsio0ysiiHemis. Y 3B's3Ky 3 IOPYIIEHHSIM
MpoIleCy COMAaTUYHUX TilepMyTalliii /103piBaHHs adiHHOCTI
AHTUTIN He BiIOYBaEThCH.

Mousekyna CD40 ekcripecyeTbcst TakoKk Ha MOHOITUTAX,
Makpodarax i IeHIPUTHIX KIITHHAX i Bi/lirpa€ BasKJINBY POJIb
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B aKTHBAIlil INX KJIITWH, orocepenkoBaniil T-mimMbormTam.
Bincyrnicts B3aemonii CD40-CD40L npussBoauth /10 10-
pYIIEHHS KJIITHHHO-OIIOCEpPEeJKOBaHOI iMyHHOI BiATIOBIifi,
i IBUIIEHO] CXUJIBHOCTI JI0 OMOPTYHICTUYHUX iH(EKITi,
3JI05IKICHUX HOBOYTBOPEHDb Ta ayTOIMyHHHMX 3aXBOPIOBAHb.
Bzaemonisi CD40-CD40L BaksmBa TakoX JJIsT YTBOPEHHS
nomyssii peryisitopaux T-nimbornuris (Treg), HeoOXiqHUX
N1t POPMYBAHHS TA MiTPUMKHU iMyHOJIOTIYHOT TOJIEPAHTHO-
cti. Y narientiB i3 gedinmrom CD40L BusBieno sumxeny
KimpKicTh Treg i nedexTn B-KaiTHHHOI TOJIEPAHTHOCTI.

Kaniniuni npostBu. CriekTp KIIiHIYHUX TIPOSBIB aedeKTiB
CDA40L ta CD40 noai6Huii 1o koMb6inoBaHuX iMyHoxedinm-
TiB. Baskki 6axkTepiasbHi pecmipaTopHi Ta KMIIKOBI iHbEKIT y
GIIBIIOCTI XBOPUX PO3BUBAIOTHCS Ha MEPIIOMY POILi KUTTSI.
Y 30-40% sunankis X-3uerrennii Bapiant CSR manidectye
OTIOPTYHICTUYHUMHU 1H(MEKITIIMU: TTHEBMOIIUCTHOIO THEBMOHi-
€10, JIMCEMIHOBAHNMI IHTOMETATIOBIPYCHOIO a00 TepreTudHOI0
indekmiamm, BaxkuMu rpubkoumu indexmigmu. Oxmax
CXUJIBHICTB /[0 OHOPTYHiCTHYHUX iH(EKIN BapiabeibHa.
Y 4YacTMHM XBOPUX BOHHM MOXKYTb IIPOSBUTHCS B PAaHHBOMY
MUTHHCTBI, B iHIMUX — y gopocaomy Birti. Cepex 6akrepianb-
HUX 30yIHUKIB TTHEBMOHIA — KaICyJbHI MiKpOOpPTaHi3MH,
Pseudomonas, Staphylococcus. BinznaueHo ypakeHHsI JieTeHb,
3YMOBJICHI aTHUIOBUMKM MIiKOOAKTEPiAMHU, y TOMY YHCJI
M. bovis (mrram BCG), KpuUIITOKOKOBI MHEeBMOHiT. XpoHidHa
miapest i3 CHHAPOMOM MajbabCopOIlii 4acTo acoLiEThCs
3 Cryptosporidium paroum, Xo4a BUSHAYAIOThCS U iHIII HaTO-
rexut: G. lamblia, Salmonella, porasipycu. Y nesxux BUNaaKax
MOPYIIEHHS TPAaBJICHHS i BCMOKTYBAHHS BUXO/ATH HA Iepliie
MicIie cepeji KJIIHITHIX MPOSIBIB. 3 TPHBAIOO TePCUCTEHITIEI0
KPUITOCIIOPU/iNl y TPaBHOMY TpaKTi Ta >KOBUOBUBIHUX
HuIAXaxX MHOB'A3YIOTb PO3BUTOK CKJIEPO3YIOYOTO XOJIAHTITY.
YpakeHHS MEYiHKKM € YaCTHM YCKJIQJHEHHSAM X-34€IIEHOTO
papianTy CSR. Tenarut i GiiapHuii IMPO3 IIEUIHKK OMKICAHO
y 80% xBopux Bikom 110 20 pokis [5,10].

3JI0SIKICHI ITyXJIMHU [Ie4iHKU, TPABHOTO TPAKTY YacTo PO3-
BUBAIOTHCS B IMI/ITITKIB i JOPOCJINX TIAII€EHTIB, HEPIIKO TPHU3-
BOJIATH JIO JieTaJbHOTO Hacmiaky. linepriasis JsimboinHoi
TKaHWHU y XBopuX i3 X-3uernienum nedexrom CSR Bupaske-
Ha TIOMipHO, Ha BiJIMiHY BiJl iHIITUX BapiaHTiB iMmyHOAeDIIIUTY,
3yMOBJIEHUX BHYTpilmHiMU nedektamu B-mimdonutis, ki
XapaKTePU3YIOThCS 3HAYHUM 30iTbIIeHHIM JTiM(DaTHUHIX
BY3JIiB 1 CeJIe31HKU.

AyToiMyHHI 3aXBOPIOBAHHS HEPIZIKO [iarHOCTYIOTh Y XBO-
pux i3 medexramu CSR Ta SHM: nuronenii, Hecrrerudiumni
3anasIbHi 3aXBOPIOBAHHS KHUIIOK, ayTOIMyHHUI THUPOIAWT,
rsioMepysioHepuT. ApTpUTH i apTPAJITii, 10 CIIOCTEPIralnTh-
cs nipu imynonedinuTi 3 migBuiieHM pisueM [gM, MOXKyTb
PO3BUBATHCS BHACTIIOK XPOHIYHOI iH(EKIlii 4 yTBOpEHHS
ayToanTuTii. OMHIE 3 YaCTUX NMPUYNH aHeMii y XBOpHUX i3
nedexramu CSR ta SHM € indekiis, cnpuynHeHa napBo-
Bipycom B19. Heiitpornienis Biznauaethest y 60 % naiieHnTis
3 iMmyHomedinuToM i3 miaBuieHnM pisaeM [gM i Moxke HoCH-
TH K XPOHITHWH, TaK i emizoamannii xapaktep. Hefitpomenis
BUHUKA€E BHACIOK IIOPYIIECHHS IPAHYJIOHITONIOE3Y, OCKIIb-
KM MI€JIOIIHI MTONEPEeIHUKN TAKOK eKCIIPECyIOTh MOJIEKYJITY
CD40. Ak nacmifok, y XBOPUX PO3BUBAETHCS PEIMIUBHII
CTOMATHT, TiHTIBIT, iHIIT iH(EKIIiI pOTOBOI TOPOKHIHI.

Y XBOpHUX OINCAHO BUMAJAKU IIPOTPECYI0YOr0 MEHIHTOeH-
1edasiTy eHTepoBipyCcHOi ab0 IUTOMETaN0BIPYCHOI eTioIoTii.
Binznayeno BUTIAZIKM TOKCOTIIIA3MO3HOTO eHIleasiTy, KpUII-
TOKOKOBOTO Ta TyOGepKyIbO3HOTO MEHIHTITY.

[Manientn 3 gedinmrom AICDA i UNG Takox cXuibHi 10
BAKKMX Ta PEUMBHUX PECIipaTOPHUX 1 KUIIKOBUX iH(EK-
mift. 3arasom XxBopoba XapaKTePU3YETHCST MEHII BaKKIM
nepebirom nopisusHo 3 gedinurom CD40L. Ha BiamiHy Bix
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xBopuX i3 X-3uerutennM Bapiantom CSR, mamientn 3 nedirm-
toM AICDA i UNG He cXUbHi /10 OTOPTYHICTUYHUX TH(EKIIiil.
Jedimutn AICDA i UNG, sk rymopaibhi iMmyHOAehIinNTH,
XapaKTepUsyThCsl OBTOPHUMU OaKTePiabHUMU ITHEBMO-
HIAMM, CHPUYMHEHUMH KallCyJbHUMU MiKPOOPraHi3MaMH.
Cepe/l KIIHIUHUX O3HAK CJIiJi 3BEPHYTH yBary Ha BUPA3Hy
aimdazgenonario, rineprpodito murpanukis. Jlimboigny
rinepriaziio onucano y 70% xsopux i3 gedinutom AICDA.
BBaxaiotp, mo inTeHcuBHa mposideparis JgiMbaTHIHUX
BY3JIiB i MUTJIATNKIB CHPUYMHEHA MOCTIHHOIO aHTUTEHHOIO
crumyJisniero i nposidepariieto B-mimdonutis, He 37aTHIX
110 eeKTUBHOI ryMopasibHOi Bifnosii. [IpoBenents 3amicHoi
Tepalii npenaparaMu iMyHOIJIOOYJIHIB CIIPUSAE 3MEHIIEHHIO
agimdoinnoi rinepniasii. AyToiMyHHA HaTOJIOTISA i XPOHIYHI
3ala/JbHi 3aXBOPIOBAHHS TaKOXK INpuTaManHi aedinuram
AICDA ta UNG i Bunukators y 20% xBopux. OmmcaHo
BUMA/JKU AYyTOIMYHHOTO TeNaTUTY, reMOJITUYHOI aHeMii,
TpombonuToretii, xsopobu Kpona, yseiry, iyykposoro aiabe-
Ty 1-rO THIY.

Hiarnoctuka. CupoBaTkoBi piBHI iMyHOI0OYIiHIB IgA,
IgG, IgE pisko sumskeni axk 10 mMoBHOI iX BigcyTHOCTI. Kpim
KiJIbKiCHOTO 3HM;KEHHS PiBHIB aHTUTIJ Bi/[I3HAYAETHCS X SKic-
Ha HemoBHOIiHHiCTh. PiBHI cpoBaTkoBOro IgM MoKy T OyTH
HOPMAJIbHUMU ab0 CYTTEBO IIIBUIIEHUMU, IHKOJIM [EPEBU-
myiots 10 tv/n1. Hopmasbuuii piBenb IgM Busnauaerbcs
HA MOMEHT BCTAHOBJICHHSI JiiarHo3y imyHozedinuty y 50%
XBOPHX. YTBOPEHHS crenndiuHuX aHTHUTIJ, SKi HAJIeXaTb /10
kaacy IgM, 3okpeMa izoreMaraioTHHIHIB, MOJKe OYTH He TIOpPY-
mernm. Cy6nomyssii T-miMboruTis mepubepuanoi Kposi —
Yy MekaxX BiKOBOI HOPMH, Xo4a iHKOJW 3HWKEHA KiJbKIiCTbh
T-xuitun mam'siti CD45R0. Kisbkicts B-mimMdoruTis Takosk
HOpMaJibHa, ajie XapakTepHa BifcyTHicTb B-nimdorutis
mam'siTi 3 TEepeKJIoYeHnM  CHHTE30M  iIMYHOTJI00YJIiHIB
i3 penoruriom CD27+1gD-[23].

Y xoni pocmimkenns excrpecii CD40L na aktuBoBaHUX
CD4+ T-mimdonuTax BUABISETLCS BiZICYTHICTD IiET MOJIEKY-
Jin, o BKadye Ha X-3uerniennii Bapiant CSR. 3a gonomororo
MOHOKJIOHAJIBHUX AHTUTIJ MOKHA Oe3rocepenHbo igeHTndi-
kyBat CD40L na nosepxui CD4+ T-nimdorutis Mmetomom
poTOYHOI 1uTOohIoyMeTpii. 3 MeToro Bepudikailii giarnosy
3aCTOCOBYIOTH T€HETUYHY JIIarHOCTUKY — BUSBJICHHS MyTallii
B TreHax, 1o koyoTh Mosekyan CD40L, CD40, AICDA Ta
UNG. V¥ pasi giarnocryBanns X-3uerieHoro Bapianta CSR
HOCisIM MyTallii reHa Moske OyTH 3anpoIoHOBaHa TIPeHATAb-
Ha JIlarHOCTHKA.

4. lepinut oxpeMux Kiacis abo cyGKIaciB iMyHOrI00Yy-
JiHiB 200 JIETKUX JIAHIIOTIB 3 HOPMAJIbHOIO KUIbKiCTIO B-J1iM-
dbouuris

CenexruBuuii nedinur IgA (sIgAD) — wnaitnomnmpe-
HIITIH TePBUHHUHN AedilliT aHTUTIIOYTBOPEHHS 3 YaCTOTOIO
1:300—-1:700. ITpupoza rerernunoro aedexry imyHomedimm-
Ty HeBizoma. IIpu sIgAD criocrepiraerbcs mopyIieHHs mepe-
KJIIOYEHHST CUHTE3Y KJaciB iMyHOTI00y iHiB Ha [gA, BigcyTHi
IIa3MaTHYHiI KJIITHHH, 10 cekpeTyioTh IgA. ¥V 20-25%
narienTiB i3 sIgAD Big3HavyaroTh MO3UTHUBHMIT CiMEHHUIT
anamue3 mozao sIgAD rta 3BI/. debinur IgA moxe Oytu
KOMITOHEHTOM iHIINX MEPBUHHUX iMYHOAEMIIUTIB, TAKUX K
aTaKcisg-TeseanTieKTasiss, XpPOHITHIH IMKIPHOCIN30BUH KaH-
103, nedimur cybkaacy 1gG2. Habyra negocrarHicts [gA
MOJKe PO3BUHYTHUCS ITiCJIs JTIKYBaHHS ICIKIMU MEINKaMEHTa-
mu (eHiToiH, KapbaMaseriH, BaJbIIPOEBA KUCJIOTa, CYIbda-
cayasvH, fenarii, npenapatyu 3oiota, HIT3IT).

3nebinbinoro cenextusHuii gedinut IgA nepebirae Ge3-
cumiromuo (ouaz 90% Bunaakis). CXUabHICTD 0 PEIU/NB-
HUX iH(MEKIIH CIOoCTePiraeThCcsl dYacTille MpU TOEAHAHHI
cerekTuBHOTO Aediruty IgA 3 iHmmM medexrtom iMyHHOI
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cucremu (medinut cyormacy 1gG2, medinut mpomykiii cre-
nuGiuHUX aHTUTLI, AedilUT MaHO303B'sA3yI040ro GijKa).
[liarnos sIgAD Hepiziko BCTAHOBJIOIOTH TPU BU3HAYEHHI
piBHsT iIMyHOrIOOYJIHIB Y XBOPUX 3 PEIUAUBHUME pecIiipa-
topanMu iHdexmigmu. Omnak inkommn sIgAD BusgBiasors
«BUIIAAKOBO» NpU JTabOPaTOPHOMY OOCTEKEHHI 3 NPUBOLY
nesiakii, aJleprivHUX Ta ayTOIMyHHUX 3axBopioBaHb. Hes-
Baykalouy Ha 3arajioM A00postKicHUI mepebir iMmyHnoaedinuTy,
YacTHHA XBOPUX CTPAK/IAE HA PEIM/UBHI CHHOITYJIbMOHAPHI
Ta KUIMIKOBI iH(eKIiil. ¥ piskicHux Bumnaikax imyHoaedinuTy
MOJKJIUBI IOBTOPHI MHEBMOHII 3 (hOPMyBaHHSAM OPOHXOEKTa-
3iB. [amienTn i3 sIgAD cxumbHi 10 PO3BUTKY XPOHIYHOI fia-
pei, Hacammiepe IAMOTI03HOT €Ti0JoTii, BHACTIZIOK CYTTEBOTO
HOPYIIEHHSI MICIEBOro IMyHITeTy CJAu30BOi 00OJOHKU
KuieyHnka. Yacrti perugnBHi emi30/iu THIHHOTO OTUTY, TIOB-
TOPHI CUHYCUTH, GPOHXITH, ITHEBMOHIi HACTOPOXKYIOTD LIOI0
MOJKJINBOTO TtoenHanus gedinuty [gA i3 medinurom ogHOTO
abo kimbkox cyOkmacis IgG. ¥V Takux XBOpUX TNOpYIIeHA
ryMopajbHa BiANOBiZIb HA MOJicaxapuHi aHTUTeHH, BiJ[3Ha-
YAETHCSI BUCOKMIT PUBUK PO3BUTKY XPOHIUHOI HPOHXOJIEreHe-
BOI ITATOJIOTII.

AyToiMyHHI Ta aJepriyfi 3aXBOPIOBAHHS HEPI/IKO acoIliio-
10Tbed i3 sSIGAD. Y nanienTis i3 1ium imyHozedinurom onuca-
HO ayTOIMYHHI IIUTOIIEHIi, pEeBMATOIAHUI apTPUT, CUCTEMHUIL
4YepBOHUII BOBYAK, HecrelndiuHi 3amaibHi 3aXBOPIOBAHHS
KUITKIBHUKA, TeTiakisg. YacTora ajepriynoi maTosorii gocs-
rae 30% y mari€enTis i3 ceektuBHIM Medinurom IgA.

[Tamientam i3 sIgAD npuramanna HasBHICTH aHTU-IgA-
AQHTUTIJI, 37IaTHUX CIIPUYUHIOBATH PO3BUTOK aHAMITaKTUYHIX
mocTTpaHcy3iiHUX peakiliii TpW BBeACHHI IpenaparisB
KpoBi. BpaxoBytoun mifBUIIIeHUN PU3UK MOSIBU MOCTTPAHC-
dysiltHux peakiriil, cJiiji yHUKATU BBEIEHHS TIPENapaTiB KpoBi
takuM maiientam. [lamientis 3 imyHozmedinuTom Ta WIeHiB
¢iM' oTpi6HO MOIH(MOPMYBATH TIPO Te, 110 IM IIPOTUTIOKA3aHEe
BBeJIeHHSI ITperapaTiB KPOBi.

[liarnos cesektuBHOrO nedinury IgA BCTaHOBIIOIOTH
Ha TijicTaBi BU3HAYeHHS HU3BKOTO piBHA [gA y cuposarii
kposi <0,07 v/x (xpurepiit ESID — samxkenns IgA na 2 SD)
y HAI[iEHTIB BIKOM ITOHA/l YOTUPHU POKM HA TJIi HOPMaJbHUX
piBuiB IgG Tta IgM i 3a yMOBU BUKJIIOUEHHS iHITUX TPUYUH
rinorammarsio0yinemii. Jlitu Bikom Bix 6 mic. 10 4 pokis i3
HU3bKUM PiBHeM IgA mepebyBaioTh i CrocTepesKeHHsIM JI0
BCTAQHOBJIEHHSI OCTATOYHOTO [[iaTHO3Yy Y BIIll YOTUPH POKH.
Y namuienTis i3 sSIgAD, 0cob6anBO 3a HaIBHOCTI iH(MEKIIITHOTO
CHUHJPOMY Yy BUIJAJI PEHUIUBHUX CHHOIYJIbMOHAPHUX
i KUIKoBUX iHQEKIiN, HeOOXiHO AOCTIANTH PiBeHb CyOKIIa-
ciB 1gG, a TakoXk OLIHUTH TPOAYKILiO crenu(iuHuX aHTUTiI
JI0 IoJlicaXapuAHNX aHTUTeHiB.

[Tamientam i3 cesekTuBHUM AedinuTom [gA Ta cymyTHiM
nedimuToM TIpoAYKIi creludiuHux aHTUTII abo cyOKIacy
IgG2, ski norpebyroTh 3aMicHol Teparii nperapatamu BBIT,
[I0Ka3aHO BU3HAUYEHHS aHTU-IgA-anTuTiI.

Cenexrusnnii nedinur cyoknacis IgG. [ledinur cyOkia-
ciB IgG — ne nedinur oxHoro abo kiabkox cybkiacis IgG
(piBenb HIzKuMii Ha 2SD Biz BikOBOI HOpME) HA TJIi HOPMAJIb-
noro 3arasibHoro piBug IgG. Kniniune 3navenns pedirury
cyb6rmaciB IgG Ha ChOTO/IHI 3A/THINAETHCS TIPEIMETOM JUCKY-
ciif, ockinmbku B 2—20% 310poBUX OCI6 y TIOMYJIALl BUSBJISA-
I0Th HU3bKUI PiBEHb 0IHOTO 260 KibKOX cyOKiacis IgG [22].

Imynormobyain 1gG y MoauHu PO3MOAINAETHCS Ha YOTH-
pu cybraacu: [gG1, 1gG2, [gG3 ta [gG4, 3a IPOAYKIIIIO SKUX
BIJINIOBiZIa€ OKpeMUll TeHeTWYHMI JIOKYC y Xpomocomi 14
(14@32). [desnenis reHiB BaKKHUX JIAHIIOTIB YCIIAKOBYETHCS
3a ayrocomHo-periecuBauM Tutiom. Cybkiacu [gG pisHsiThest
3a GiosoriyHuMK (DYHKINAMHU, KiJTBKICTIO Y CHPOBATIT KPOBI.
HaiiBumuii pisens y cuposariii kposi cyOxaacy IgG1 — 66%,
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IgG2 — 24%, 1gG3 — 7%, 1gG4 — 3%. [lo cybkimacy
[gG2 mamexaTh aHTHUTITIA 7O TTOJTiCAXapUIHNX AHTUTEHIB Karl-
cysbHUX MikpoopraHismis. IIponykiis cyoxnacy 1gG2 nocs-
rae piBHs1 fopocyux y Bimi 5—10 pokis. Hafinmomupeninmm
BapiarToM nedinuty cybkiaacy 1gG e nedirnur cyormacy [gG4
(40%). 13 MeHIIOI0 YacTOTOIO JIATHOCTYIOTH iHIIN BapiaHTH:
nedinut IgG2 — 28%. I3ompoBanuit nedinut IgG1 — e pia-
KiCHMII BapiaHT, NMPU3BOAUTH [0 TOTAJILHOTO Aedinuty
IgG. Hdediunt cyornacis IgG Moske mmoeanysaTucs i3 gediiu-
tom IgA. Jledimur cybrmacis IgG Takox crocrepirann
y MO€HAHHI 3 iHIMMU iMyHOZeDIIUTaMK, TAKUMHU SIK aTaK-
cist-reneanriextasis, cunapom Bickorra—Ouapiva.

Haituacrimum yckaaanenasy gedinury cyokmacis 1gG
€ penINBHI pectipaTopHi iHdexIii. 3HaYHO pi/ITe peecTpy-
10Th BakKi OakrepiasbHi iH(eKIil, Taki sK NHEBMOHIs,
cericuc, MeHiHTiT, dyiermona. Y JIesiKux XBOPUX CIIOCTepira-
I0Th YacTi BipycHi indekiii. 3 pernuanBHUMU iHPEKIAMI
31ebisbioro noeanyetoest gedimur IgG2, sikuii Moxe acorti-
roBatuch i3 nedinurom 1gG4 ta/abo pedinurom IgA. Anep-
riyai 3axBopioBaHHs (aTOIIYHWII JAepMaTut, GpoHXiajbHa
actMa) Takoxk ommcano npu gedinuri cyokaacis IgG. Xoua
KJiHIYHWI 1epebir aedinunTis cyOkmnacis IgG € BigHOCHO Jer-
KHMM, Y YaCTUHHM XBOPHUX CIIOCTEPITatOThCS PElUMBHI CUHO-
IyJIbMOHAPHI iH(EKIT, MOKIUBUII PO3BUTOK OPOHXOEKTa-
TUYHOT XBOPOO.

OcranniMn pokamu orucai HoBi popMU TIEPBUHHUX MY -
HOAEMINTIB, IO CYIPOBOKYIOTHCS MOPYHIEHHSIM ITPOLYKIT
AHTUTIJL.

Hedinur PRKC-8 (nporein-kinasu C-8) BizznayaeTbcst
PO3BUTKOM peliuinBHUX indexkiii, xponiunoi EBV-indexmii,
cXuJbHiCTIO 10 Jiimortipodticepattii, possutky CUB-cunapo-
My (Hedporuunoro ta aHTU(OCHOMITIIHOTO CUHAPOMIB).
[lani ocuijpkenns BKasyloTh Ha 3HUKEHHS PiBHSI CHPOBATKO-
Boro IgG, nizBumenns pisns IgA ta IgM. lenetnyna ocnosa —
myTartist rera PRKCD [17].

Cunzgpom axtuBoBanoi PI3K-8 (APDS, Activated
Phosphoinositide 3-kinase Syndrome) orwmcanuii HeroaaBHO
y narienTis 3 myrattieio rena PIK3CD. VY niteit pano po3BuBa-
JINCh PENUIMBHI CUHOITYJIbMOHAPHI iH(DeKIii 3 (hopMyBaHHIM
6poHXOeKTa3iB, xpoHiuna aktuBHa EBV- ta CMV-iHnbekiiii.
VY 6aratbox XBOPHX Bifi3Hayasu JiMDageHOomaTiio, XpOHiuHy
JiMdoinHy Timepriasifo, CXUIbHICTh 10 PO3BUTKY B-KiriThH-
HUX JiMbOM. Y 3HAYHOI YACTUHU HALIEHTIB OyB MiBUIIEHWIT
piBenb IgM Ta 3nmwxkenwii pienb IgG2 y cuposaTiii KpoBi,
MopyIIeHa MPOYKITis aHTUTLI 10 ToJIicaXapuIHUX aHTUTEHiB.

3. edinur cuemudivHrx aHTHTLI IPH HOPMAJIbHI Kijb-
KOCTi iMyHOr100y1iHiB Ta B-1iMdonutis

JledimuT crenudivHrX aHTUTIZI XapaKTePU3YEThCs TTOPY-
IIEHHSIM TPOAYKIL aHTUTLI 0 TOJicaXapuIHUX aHTUTEHIiB
B 0Ci6 3 HOPMAJILHOIO KOHIIEHTPALE0 IMyHOTI00YIiHIB 1 Cy6-
kiiaciB IgG y cupoBartiii KpoBi Ta BikoM 1TOHa/ /iBa poku. Mouie-
KyJIsipHa ocHoBa HeBizioma. He Buksmioueno BuyTpitmiii geexr
B-nimdormtis abo mopyiers B3aeMoil B-mimdormTis i gen-
JIPUTHUX KJITWH Yy MapriHaJbHINl 30HI ceie3inku. Acoriaris
AJIEPrivHUX 3aXBOPIOBAHb i3 AeilnToM crierudiyHnx aHTUTII
BKa3y€ Ha MOXKJIMBY IMYHHY JMCPErYJISIII0 3 TIOPYHICHHSM
TYMOPAJIbHOI Bi/ITOBi/ Ha mosricaxapuzdi anturenu. [lamienTn
3 sedirToM crenudivHNX aHTUTIT XBOPIIOTh HAa PEIW/IBHI
pecriipatopHi iH(EKIil, Taki SIK OTUT, CUHYCUT, GPOHXIT, piziie —
[THEBMOHIi, cercuc, MeHIiHTIT. YacTuM KJIHIYHUM ITPOSBOM
€ XPOHIUYHUI CUHYCUT, SIKMIT HEPIZIKO CYTTPOBOJKYETHCS CHM-
nToMaMu ajepriyroro pusity. Orucai BUagK OPOHXOeKTa-
TUYHOI XBOPOOU, XPOHIYHOI Ziapel, ayTOIMyHHUX 3aXBOPIOBaHb.

OcHoBHUIT Meton piarHocTUKK Aedinuty crerudiyHux
AQHTUTIJ — BU3HAYEHHS PiBHS IPOTUITHEBMOKOKOBHUX aHTUTIJI
J10 1 MiCJIs MeTIeH s ITHEBMOKOKOBOIO T10JTiCaXapy/IHOIO BaK-
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rroto [15]. Tliaxoan o JiKyBaHHS BU3HAYAIOTHCST aKTHBHI-
CTIO IHQEKITIITHOTO CUH/IPOMY.

6. TpanauropHa rimoraMmarao0yiiHeMist y aiTeil 3 HOp-
MaJIbHOIO KisbKicTio B-miMdouris

Tpansuropmiit rimorammarmobyriremii (TT) mpuraman-
Ha aHOMaJIbHO JIOBTA 3aTPUMKA MPOAYKITii BJACHUX aHTUTIJ
y JiTel Micsasi 3HMKHEeHHS MaTepUHCbKUX aHTuTia. Ilepiox
rimoraMMario0yrinemii yTpuMy€eThest 10 2—3 POKiB JKUTTSL.
[ng mamientiB 3 TI' xapaktepnnii nusbkuii pisenp I1gG
(MeHTIIe ABOX CTAaHAAPTHUX BiJIXNJIEHb BiJl BIKOBOI HOPMMN)
Ha TJIi HOpMaJIbHOTO a60 3HMKEHOTO piBHs IgA Ta/abo IgM
y niTeii BikoM monaj 6 MicAIiB, y SKUX BUKJIIOUEHO iHIII
BapiaHTH TepBUHHMUX iMyHozedimuTiB. HeszBaskatounm mna
Hu3bKuit piBenp IgG, BiAMOBiAh HA BaKIIMHAIbHI AHTUTEHU
B nepiui 6 micsiuis sxutTs 36epeskena. CrpasskHs yactora TT
HEeBi/loMa, OCKIJIbKM BOHA PIJIKO ACOIIIOETHCS 3 TSKKUMU
ingextisvu. lenetnuny ocnoBy TT Ha choromHi 1ie He BUB-
4yeHo. [cHyYOTH maHi mMpo MOKJAWBe MOPYHIeHHS (GYHKITI
T-xennepis abo aucHanarc nuroxinis. [lani cimeitnux ao0-
CJIKEHD Tepea6adaioTh reTepo3UTrOTHUI cTaH iHIITNX Bapi-
aHTiB rinorammarao0ytinemii [11].

VY wactunu giteit TT nepebirae 6e3cMMITOMHO, BiAOBIAb
Ha iIMyHi3allil0 HOPMaJIbHA, 32 KiJIbKa POKIB IIPOYKILisl IMyHO-
rJI06YJIHIB TIOCTYIIOBO HOPMaJIi3y€eThCsa. B iHIIOT rpynn XBo-
pHUX Bi/I3HAYAETHCS IMiJ[BUIIEHA CXUJIBHICTD /10 PEIMIUBHUX
GakrepianbHUX IH(EKIIN, SKI BUHUKAOTH y mepii Micsii
SKATTS. Y TIOJIOBMHI BUIIAJIKIB 3aXBOPIOBAHHS BUSBJISIOTH
y Biti 6—12 wmicsaniB. OcHOBHUMU KJIHIYHUMY TPOSBaMU,
SK 1 Ipy IHIIUX BapiaHTax rioraMmMarsio0ysiHemii, € pecri-
patopHi 6akTepiaibHi iH(EKIil, Taki IK OTUT, OPOHXIT, pizlie —
ITHEBMOHIS, THIffHUIT MeHIHTIT. [ledki aiTy cTpaskmaoTbh Ha
pennanBHy miapeio. He xapakrepni TsukKi cuctemHi Gakre-
piaspHi iHdexi. [akosu TT y miteit cympoBomKy€eThCst reMaTo-
JorivEIMY anoMariamu. Onmncano Jerki opMu HeHTPOTeHil,
pimue — tpombonuToneHin. Jlitu i3 nuM iMmyHoxediMTOM
HOPMAJIbHO PO3BUBAIOTHLCS, PO3MIiPHU MUTIAJIMKIB i TiMpaTry-
HUX BY3JiB — Y HOPMi.

JlikyBaHHS IepBUHHUX /e Dil[UTIB aHTUTIIO-yTBOPEHHS

[Marienty 3 rymMopasibHUME iMyHOeDiTaMn MOTPedy-
I0Th KOMIIJIEKCHOTO Mi/IXO/ly B HaJIaHHI MEJMYHOI JI0TIOMOTH
3 TPUBOAY IX IHMEKIIHHNX Ta HeiHpeKIiTHX npobeM.
Ockisnpkn indeknii Ta acouiifoBani 3 HUMHU YCKJIa[HEHHS
€ OCHOBHOIO KJIIHIYHOIO ITPOGIIEMOIO y MAIlEHTIB 3 fiederTamn
MPOYKILT aHTUTLJI, BEJIEHHS TAKMX XBOPHUX 30CEPE/IKEHO Ha
npodimakTuIli Ta JiKyBaHHI iHDEKITiH, a TAKOK MOHITOPUHTY
3 METOI0 PaHHLOTO BusABIeHHA yekaaanens [2,10,13]. Ilixxo-
1 1o JlikyBaHHs natientis 3 [IJA 3anexaTp Bil TSKKOCTI
3aXBOpIOBaHH4. KillouoBy posib y NOTJIsAl 3a TallieHTaMu
3 [I/IA BimirpaioTh 3aMicHa Teparlis aHTUTLIAMU Ta aHTHMi-
KpoOHa Teparist. Y gireii i3 Bakkumu dopmamu aedexTis
B-nimornuTis, gxi aconitororees 3 gedekramu T-rimporuTis
(medextr pekoMOiHAIT MEPEKTIOUeH s KIaciB iMyHOTI00Y-
ainiB CD40L-CD40) posrisgpaeTbest TpaHCIIIAHTAIliST CTOB-
OypoBux kiiTuH [8]. JIikyBaHHS ayTOIMyHHUX YCKJIQIHEHb Ta
3JI05IKICHUX HOBOYTBOPEHb ITPOBOJISITH TAK CaAMO, SIK i XBOPUM
6e3 imyHozedinuTy. [MHamivyHe criocTepesKeHHs 3a MallieHTa-
mu 3 [IJIA pekoMeHAyETBCS I BUSBIEHHS YCKIATHEHb, STKi
BUHUKAIOTh Y HUX TIOIPU a/IeKBaTHE JIIKYBaHHSI IIperapaTaMu
iMyHOTIOOYJTiHIB Ta aHTHMIKPOOHY Tepariio.

Samicna mepanis npenapamami iMynozio0yninié € 0CHo-
BOIO JIIKYBaHHS MAIli€HTIB 3 BAXKUMU opmMamu aediruTiB
AHTUTIJIOYTBOPEHHS: CHAAKOBa TriloraMMarjo0yriHemis,
3BIJI Ta medimur nepexyioueHHs KIACiB iMyHOTIOGYTiHIB.
Bceranosiieno, 1110 panHs [iarHOCTUKA 1 TOYATOK Tepartii mpe-
napataMu iMyHOIJIOOYJIIHIB Y IIUX XBOPUX BaKJIMBI HE TIIBKU
JUIE IPOMITAKTUKY TOCTPUX iH(EKIIIH, TaKUX SK TTHEBMOHIS
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abo MEHIHTIT, aje i A/ 3HUKEHHSI 3aXBOPIOBAHOCTI 1 cMepT-
HOCTI, MTOB'SI3aHUX 3 XPOHIYHUMU YCKJIQJHEHHSIMMU, HacaMIie-
Pell XPOHIYHUMU 3aXBOPIOBAHHSIMUE JIETeHb a0 XPOHIYHUMU
enTepoBipycHuMu indexiismu. OpHak MPoBeIeHHs 3aMiCHOT
teparii [gG He 3aBXAM 1OCTATHBO JJII TTOBHOTO KOHTPOJIIO
iH(pEKIIHHOTO CHHAPOMY, OCKLJIbKU He BigOyBaeTbecs 3a-
MilIleHHSsT IHIIUX KJaciB iMyHOr100yiHiB [ 14].

Jlus 3amicHoi Teparii nepBUHHUX eDIlUTIB aHTUTIIOY-
TBOPEHHSI PEKOMEH/AYIOTh BBEIEHHS IMYHOrJIOOYIiHY
B mo4yaTKoBil 1031 400—-600 MT/KT/Mics1b BHYTPIITHBOBEHHO
KOKHI 3—4 TukHi a6o WiMKIpHO KOXHI 1-2 THKHI.
VY namieHTiB 3 BaxXKMMM (HOpMaMU Tirnorammarao0yaiHemii
(IgG<2 r/n) nosa nacuueHHs Mo)ke ctaHOBUTH /10 1 T/KT 3a
ojiHe abo JeKijabKa BBeAeHb, Hazasi 1031 ta iHTepBaiu BBe-
JIEHHST KOPUTYIOTb 711 IOCSATHEHHS 3a/IMIIKOBoro piBu:a I1gG
He MeHIie 5 1/ BBeneHHs BUCOKMX 103 IMYHOIJIOOYJIiHY
(800 mr/Kr/micsiib) MoKe OyTH HOKA3aHO HAI[iEHTaM 3 XPO-
HIYHUMM YPaKEeHHSIME JiereHb ab0 XPOHIUHMM pedpaxrep-
HuM curycutoM [9]. OcTaHHi JOCIiKeHHS 3 BUBYEHHS OIITH-
MaJIbHOI 1031 IMYHOIJIOOYJIiHY BKa3yloTh, IO BHCOKMI
3anumkoBuil piBenb [gG cTBOpPIOE Kpamwuii 3aXUCT MPOTH
ingexiii, i TpW TPOBeIeHHI 3aMiCHOI Tepartii mpenapataMn
iMyHOTIOOYIiHIB GasKaHO [TOCATHYTH 3aJUIIKOBOTO PiBHSI
IgG monaiimenre 8 r/x (BIIT) [20].

3amicua Ttepanis IgG mamienTam 3 MeHII BUPa3HUMHU
nedbextamn npoxaykitii antuTia (TI, cemextuBHmit nedext
IgG), sk npaBMyIO, PEKOMEHAYETHCS 32 YMOBHU ITTOPYIICHHS
NPOAYKILI crenudiyHuX aHTUTII Ta J0Ka3iB PerujinuBHUX
Ta/ab0 BaxkKUX iH(EKIiil. 3aMicHa Teparisi mpemapatamu
iMyHOrJIOOYJIHIB OKa3aHa XBOPUM 3 TIOBTOPHUMMU TTHEBMO-
HisIMU, OPOHXOEKTATUYHOIO XBOPOOOIO, PEIUAMBHUM OaKTe-
piayibHUM cUHycUTOM. Yepe3 [esAKUil yac IMicjs I[0oYaTKy
JIIKYBaHHS [POBOJATL OIIHKY CTaHy XBoOporo. SKmo cran
narfienta crabinbHuil, iHGEKIHiH 3aXBOPIOBAHHS BiJCYTHI,
3aMmicuy Tepamiio IgG moxna BigminuTi. Binminy 3a3suvait
IIPOBOJAATH HABECHI a0 BJITKY, KOJHU KiJbKICTh peciipaTop-
HUX iHdexuiil 3menuyerbes. PiBerb iMyHOrI00Y/IHIB KOH-
TPOJIIOIOTh Yepes 4—6 micsuis. Y Ginbiocri naunientis 3 TT
iH(MEKIIIHNIT CHHAPOM MOJKe YCHIilTHO KOHTPOJIIOBATUCH 32
JIOIIOMOTOIO aHTUOIOTUKONPOMINAKTUKH, Y pasi HeedeKTHB-
HOCTI TaKOTO KOHTPOJIIO PEKOMEH/LYIOTb ITPOBE/ICHHS 3aMiCHOI
tepanii IgG xoporknmu kypcamu [10].

Jlixysanns ingexuii. J1st XBOpUX 3 IpUpPoKeHnME edi-
UTaMU AHTUTIJIOYTBOPEHHS aKTYaJIbHI 3arajibHi TPUHIIAIIA
JgikyBanHs iHgexniit Oxmaxk aeski mamienTn moTpebyioTh
GiJIbII TPUBAIUX KYPCiB aHTUOIOTHKIB, HI’K IMyHOKOMIIETEHT-
Hi 0co6u, GiJbII YBasKHOI OI[HKM IIOAO HOBHOI JIKBigarli
cumntomiB indekiii. Xporiuna GPOHXOJIErEHEBA ITATOJIOTIs
nommupena y mamientis 3i 3BI/[ ta crmaakoBoio arammariaoty-
JIIHEMI€I0, MOKe TTOBITBHO TPOTPecyBaTH HABITh HA TJIi 3aMic-
HOI Tepamii iMyHOTIOOydiHamMu. Y JIIKyBaHHI NAIi€HTIB
3 GPOHXOEKTATHMYHOIO XBOPOOOIO BaKJIWBUIL MYJIBTHIUCIIU-
T HAPHWI TTIXI/T 3 METOIO PeryJIIpHOi caHallii 6poHxiB, arpe-
cUBHOI aHTUMIKpPOOHOI Teparii, TPOTU3aMmaIbHOI Teparii
Ta PeTeJIbHOTO ANHAMIYHOTO CIOCTEPEsKEHHS IPOTPeCcyBaHH
3aXBOPIOBAHHS IMIJSXOM JOCJTIUKeHHsT (DYHKIIi JereHb
Ta TepionYHoi KoM otepHoi ToMorpadii. [leit minxin cxo-
SKMH Ha JIIKyBaHHsI GPOHXOJIETeHeBOI IaToIorii y XBOPUX Ha
MYKOBIiCIU/03. PaHHsS pesekilisi cerMeHTapHuX GPOHXOEKTa-
3iB y Nali€HTIiB 3 TinoraMMarJIo0y/IiHeMiAMU 103BOJISIE 0OMe-
JKUTH  TIPOTPECYBaHHS XPOHIUHOTO yPaKEHHSA JIeTeHb
[3,10,13].

Curi 3BepHYTH yBary Ha 30iJIbIIEHY YaCTOTY [ESKHX
indexniii y mnaimientis 3 gediluTaMu aHTUTLIOYTBOPEHHS,
TaKWUX K JIAMOTIO3HUI €HTEPUT, APTPUT, CIPUIMHEHUH MiKO-
IIA3MaMH, XPOHIYHI YPaKeHHs MIKIipU HE3BUIHUMU 30y IHNU-
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kamMu. OCKiJTbKM CepoJIOTiuHI JOCII/PKEHHST Yy TaIli€HTiB
3 [I/TA needexTusHi, giarnocruka iHdexIiiit y HUX 371ilicHIO-
€THCS 32 JOIIOMOTOK0 GAKTEPIOJIOTIYHUX METO/IB Ta MOJIEKY-
JISIPHOI JIIaTHOCTUKN.

IIpogpinaxmuune npusnavenns anmubiomuxis. Pennansmi
pecriparopti iHbekIil, 3 TPUBOLY AKUX 3BEPTAECThCs Oijib-
HIICTh MAIEHTIB 3 JIETKUM KJIIHIYHUM (DEHOTHUIIOM TYMOpPAJIb-
nux imynosedirutis (T, cenextuBnuii nedinur IgA ta nedi-
uut cyoksacis IgG), MOKYTh YCIIIIHO KOHTPOJIOBATUCS 3a
JIOTIIOMOTOI0 aHTHOaKTEpianbHoi npodinakTurn. AnTnOaKTE-
piasibHa TpodiakTHKa BBAXKAETHCH TOYATKOBUM PEKUMOM
JikyBaHus Oiabinocti xBopux Ha TT, yacto morpibHa TinbKK
B OCIHHBO-3UMOBHI TIEPio/l BIPO/IOBK JEKiTHhKOX pOKiB. bara-
To (HaxiBIiB PEKOMEHAYIOTh aHTHOIOTUKONPOMIIAKTUKY
Ha JIOIATOK [I0 3aMiCHOI Teparlil npenaparaMu iMyHOT100y1i-
HiB y manientis 3i 3BI/] Ta araMmMmarsoOyiHeMi€io 3 XpOoHid-
HUMU iHGEKIIITHIMI yCKIaTHEHHSIMA, TAKUMHU SIK XPOHIYHUT
cunycut abo 6ponxoexrasu [16]. Ockinbku BigcyTHIN TpaHc-
nopt BBezenoro 1gG ma cam30Bi 000J0HKH, Y YaCTHHU
HamienTiB 36epiraloThesl PelMAMBHI pecripaTopHi iHdeKIrii,
He3BaKAI0UX Ha 3aMiCHY TEpAIIIIO MperapaTaMu iMyHorIo00y-
ainiB [8]. Bukopucrants GesnepepBHUX TIPOPIIAKTUIHIX
KypciB aHTUGIOTUKIB CJIifl PO3IJISLAATU B YCIX HAII€HTIB,

JITEPATYPA

Y SIKUX TIPO/IOBXKYIOTHCS PEUANBHI iH(eKIii, He3BasKaloun Ha
aJleKBaTHe MPOBECHHsI 3aMicHOT Tepartii iMyHOTI00y TiHaMI.
[TpodinakTuky 3a3Buyail pO3NOYNHAIOTH 3 AMOKCHIINIIIHY,
TPUMETOIPUM-CYIbhamerokcazomy abo  asUTPOMIIMHY.
[TanienTaM 3 GPOHXOEKTATHYHOIO XBOPOOOIO PEKOMEHIYIOTH
MPOdITAKTUKY JOBTOTPUBAIUMH KypcaMy MakpoJifiB. Byro
MIOKa3aHo, IO MaKpOJIi/in MaloTh IPOTH3AMAIbHY [IiI0, He3a-
JIESKHO BiJl X 6e3rnocepenboi aHTnOAKTEPialbHOI aKTHBHOCTI.
VY XBOpHX 3 GPOHXOEKTa3aMI BaKJIMBO KOHTPOJIOBATH KOJIOHI-
3aI1i10 MikpoopranizMamu, Hacamtiepen Pseudomonas aeruginosa.
SIkuto ui mpenapary HeeheKTUBHI, MOJKYTh Oy TH BUKOPUCTa-
Hi aMOKCHIMJIiH-K/IaByJIaHaT, KIapUTPOMIMH abo i, [leski
(baxiBITi BUKOPHCTOBYIOTH TIOBHI TePaNeBTUYHi 031 aHTHOIOTH-
KiB, iHIIT — TOJIOBUHY /1031. [CHYIOTB TaKOJK Pi3Hi MiX0IH MO0
poraltii KypciB aHTUOIOTUKIB, SIKi IIPUZHAYAIOTD 3 TIPOpLIAKTIY-
HOIO METOI0 — OJIHi 3aCTOCOBYIOTD ITperapaTy TPUBAIMMHI Kyp-
caMu, iHILI 3MIHIOIOTh aHTHOIOTHKN KOKHI 2—6 Micauis [12].
Otke, BUacHa MAIaTHOCTMKA i PaHHIN MOYATOK JIKyBaHHS
JIO3BOJISTIOTH CYTTEBO 3MEHIINTH 3aXBOPIOBAHICTb i CMEPTHICTD
MAI[EHTIB 3 BAKKUMK (hopMaMH TiroraMmMaraooysritemiit. Binb-
HICTh XBOPUX TOTPeOyE PAaHHBOTO MPU3HAYEHHS! arpecHBHOI
anTnOaKTepianbHOl Teparii. Y 4YacTHHW TAIEHTIB aKTyaIbHO
NpU3HAYEHHs aHTHOAKTepiasibHOI IipodinakTiku iHbekiii [10].
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MepBuyHblie AeULUTBI aHTUTENI006PaA30BaHMSA: COBPEMEHHbIE NOAXO0AbI K AUArHOCTUKE U NIeHeHUI0

All. Bonoxa

HaumoHanbHaa meguLmMHckas akaaeMmnst NocneamnioMHoro obpasoBanus umenu MN.J1. Wynuka, r. Knes, YkpanHa

MepBuyHbIe AeULMTbI aHTUTEN006Pa30BaHNS — camas 60MbLuas rpynna nepBUYHbIX MMMYHOAE(ULMTOB. JTa reTeporeHHas KIMHUYECKN N FeHETUYecKM
rpynna BpOXXAEeHHbIX AeDEKTOB UMMYHHOW CUCTEMbI BKIHOYAET Nerkue, Hepeako 6eccumnTOMHble, AedomumTbl IgA 1 cy6Knaccos IgG n TSKenble arammarsio-
OYNIMHEMUY C YrHETEeHUEM NPOLYKLUNN BCEX KNACCOB aHTUTEN. HacTble KMHUYECKUE NPOABNEHNS — TSXKemble UAN PELMAMBUPYIOLLNE CUHONYIbMOHAPHbIE
MHeKLUNN. Bo3MOXHO pa3BuTie ayTOMMMYHHOIA NATONOrK, 3HTeponaTuii. 3amMmecTUTeNbHas Tepanus npenapartamn UMMYHOTIO6YNIMHOB — OCHOBHOIA MeTof
NeYeHNs runorammarno6ynnHeMmi.

KntoueBblie ¢noBa: nepeuyHbIe JeUUNTLI aHTUTEN006pa30BaHIs, LUArHOCTUKA, NIEYeHIe.
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Modern approach to diagnostic and treatment of primary antibody deficiency

A.P. Volokha

Shupyk National Medical Academy of Postgraduate Education, Kyiv, Ukraine

Primary antibody deficiencies — the largest group of congenital immunodeficiencies. This clinically and genetically heterogeneous group of congenital
immune defects includes mild, often asymptomatic IgA deficiency and IgG subclasses and severe agammaglobulinemia with inhibition of production of all
immunoglobulines. The most common clinical manifestation — severe or recurrent synopulmonary infections. It is possible the development of autoimmune
diseases, enteropathy. Replacement therapy with immunoglobulin — the main method of treatment of hypogammaglobulinemia.

Key worlds: primary antibody deficiency, diagnostic, treatment.

Caenenus 00 aBTopax:

Bonoxa Anna NeTtpoBHa — a.mea.H, npod. HMAMO wm. M.J1. LWynuka. Aapec: r. Kues, yn. Borateipckas, 30.
Cratbsl noctynuna B pegakumio 05.09.2015 .

HOBOCTHU

math ero. Hampumep, nis cungpoma Aiikapan-IyTeepbe
CHCTEeMHOH KPaCcHOH BOJTYAHKH HET JIeKapcTB. Bpaun MoryT
JIMMIb CAEPKUBATH CUMIITOMBL. O/IHAKO ClleJlaHHOE OTKPbI-
THE MEHSIET BCe.

Yyenble, BO3MOKHO, HAIIUIH IIPHYHHY
ayTOMMMYHHbIX 3a00JIeBaHUI

Ipynna uccienoBareneil HallIa 9H3UM, KOTOPBIH BIIOJI-

He NOJXOJNT Ha POJIb TJIABHOTO BUHOBHUKA Pa3BUTHS ayTO-
UMMYHHBIX 3200JIeBaHUIl. AKTUBAIUS 9H3UMA BBITJSIAT
JUTST IMMYHHOM CHCTEMBI KaK CUTHaJ TpeBoru. M mannbii
MpOoIece MPUBOMII K PA3BUTHIO JIBYX CMEPTETbHBIX ayTO-
MMMYHHBIX HE/[yTOB Y MBbIIIEH.

IIpu aTOM TOpPMOKEHME AaKTHBHOCTU JAHHOTO H3UMA
criacajio JKMBOTHBIX. Bce aTo TOBOPUT O TOM, YTO TI0/IaBJie-
nue susumMa ¢cGAS MoxeT 66Th ahheKTUBHON Teparnueit
AYTOMMMYHHBIX 3a00JIeBaHUI Bpojie cuHapoMa Afkap/u-
TyTheppe M cHUCTEMHOIT KPAaCHON BOJYAHKH, CBS3aHHBIX
€/IMHBIM BOCIHAJIUTEIbHBIM Ty TEM.

IIpu ayTOUMMYHHOM pPacCTPONCTBE UMMYHUTET 0Gpa-
AeTCsT IPOTHUB TeJla XO3sIMHA BMECTO TOTO, YTOOBI 3all[i-

Ectb Hazesxna #a 10, 4to ¢GAS OymeT MomaBiasaThCs
HU3KOMOJIEKYJIIPHBIMU TIperapaTamu. KcraTu, yudemnbie
TaK’Ke MCCIIE0BATIN IPhI3YHOB, FTEHETHUECKN N3MEHEHHBIX.
V skuBOTHBIX He ObLI0 aH3uMa, [[HKassl I1. B pesybrare
SKUBOTHBIE TEPSJIM CIIOCOOHOCTb PasjiaraTh JM30COMAlb-
nyio JJTHK. 9Tto npuBoanio K pasBUTHIO CMEPTEIbHBIX
ayTOMMMYHHBIX 3a6oseBanuii. Ho mogaBienne akTHBHO-
ct cGAS cracajio JKUBOTHBIX.
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