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Hlepsunni depiumu anwmumiroymeopenns — naibiwuwa spyna nepsunnux imynodediyumis. Ils zemepozenna xainiuno ma
2enHemuuno 2pyna 6pooNcenux Oeghexmis iMynnol cucmemu KI0OUA€E Aezki, nepioko 6escumnmomni, dedivumu IgA ma cybraacis
IgG i sanci azammaznobyninemii 3 npuenivenmam npooyxuyil ycix anmumin. Hattuacmiwi xainiuni nposieu — eajxcki abo peyuouemi
cunonyarvmonapui ingexuyii. Modicausuil po3sumox aymoimynnoi namosiozii, enmeponamii. 3amicna mepanis npenapamamu
IMYHO02100YN1I6 — OCHOBHULL MEMOO JKYBANHS 2iN02aAMMAZI0OYTTHEMIIL.

Kntouoei cnosa: nepeunni Oepiyumu anmumiioymeopenis, 0iazHocmua, iiKyeanms.

HepBI/IHHi nedinutu antutiioyrsopenss (I1/[A) — naii-
romupenint GopMu MepBUHHUX IMyHOAEDIIUTIB —
HapaxoByioTh 6m3bk0 50—60% BposKeHOI maTosoril iMyH-
HOI cucremu. [TepBuHHi geinuTn aHTUTIIOYTBOPEHHS 00'€/1-
HYIOTb TeTEPOTeHHY IPYILy iIMyHHUX /Ie(heKTiB, sIKi XapaKTepu-
3yIOTbCS HEJOCTATHICTIO MPOJYKILl aHTUTIJ y BiJNOBib HA
anturenn. Crektp [1/[A pisHomaniTHMIT — Bi/l CEJIEKTUBHOTO
nedinury IgA Ta cybkmnacis IgG 10 TskKol arammariobytine-
Mil 3 TIOBHOIO BizicyTHicTIO B-slimornutis.

Ha croropni inentudikosano gedextu B 27 pisHux remax,
onHak y Oinbmiocti nanientis 3 IIJJA renernuni nedextn He
BusiBJieHi [7]. JlocsrHeHHs y BUBYEHHI TeHETUYHOTO T/TPYH-
T4 PO3BUTKY i Anepenuianii B-mimdonuris, inenrndikaris
reHiB, 3aJy4eHUX /10 PO3BUTKY ePillUTiB IPOAYKILii aHTUTIJ,
JIAI0TDb 3MOTY Kpallle 3p03yMiTH HaToreHes 1€l rpymu mepBuH-
HuX iMmyHOziedinuTiB. Basksimpoio € nudepenitianbha jiarnoc-
tuka pisuux ¢opm II/JA y BU3HaueHHI MiZXO/iB /10 JIiKyBaH-
HS Ta [TPOTHO3Y 3aXBOPIOBAHHSI.

Bpomkeri gedinuTn TPoAyKINi aHTHTLT MAIOTh MO OHII
KJIHIYHUI (DEHOTHII, 10 XapaKTePUBYETHCS MiJBUIIEHOIO
CXWIBbHICTIO 710 GakTepianbHux iHbekuii [5,21]. AyroimyHHi
3aXBOPIOBAHHA Ta 3JI0SIKICHI HOBOYTBOPEHHS TAKOXK IPUTA-
MaHHi geskuM popMam aeinuTiB MpoayKItii anTuTisa. /lebior
ITIA moxauBuil y pisHOMY Billi, 3aJe’KHO Bifl iMyHHOTO
nedexry. Binburicts dopm gedinuTiB mpoayKIii aHTUTiI
MaHidecTyoTh y HepIli POKU KUTTH, BOAHOYAC 3arajbHUI
BapiabebHI IMyHOZEDIIUT i CEEKTUBHI Te(eKTH MPOLYK-
1ii aHTUTIJ MOKYTb IPOSIBUTKCS KJIIHIYHO B Oy/1b-IKOMY BilIi.

Panng miarHocTuka i cBO€YacHO poamouare ajieKBaTHE
JIIKYBaHHS € KJIIOYOBUMHM MOMEHTAMU IOJOBKEHHS SKUTTS
XBOPUX i3 BPO/KEHUMH JediluTaMu MPOLYKINI aHTUTIN
i moxpamanHsa #oro gkocti. [li3He BcTaHOBIEHHS AiarHO3Y
Ta/abo Hea/leKBaTHE JIiKYBaHHS IPU3BOSTH /10 HE3BOPOTHOTO
YPaKeHHs OPraHiB i CUCTEM YHACJI/IOK TSKKUX PEIMINBHUX
iH(exIiii, 10 PaHHBOI CMEPTi XBOPUX. BisbITicTh MAIiEHTIB i3
nedinnTOM TPOAYKITI AaHTUTLI MOXKYTh JKUTH HOPMAJTbHUM
SKUTTSIM, OTPUMYIOYH PEryJIsIPHY 3aMiCHY Teparliio Iperapa-
TaMu iIMyHOTJIOOYJTiHIB.

B ocranniit knacudikariii nepBUHHUX iMyHOHIedIIIUTIB
(2013, TUIS) Bupiseni uricts rpyn aedinutis aHTUTIIOYTBO-
PEHHSI BITIOBIZHO 10 eheKTy IPOAYKILT iMyHOTI00YIiHIB Ta
kizbkrocti B-mimdoruris [17].

1. ToTajbHe 3HUKEHHS BCiX iIMyHOIJIO0YIiHIB CHPOBATKH
KPOBi 3 INIMOOKUM 3HMKEHHSAM a0o BincyTHicTio B-nimdo-
nuTtiB. Cepes iMmyHOIeDINNTIB 1i€T rpynu BUALIAIOTH X-34ell-
JIeHI Ta ayTOCOMHO-PellecHBHI (hOpMH araMMario0yiHeMi,
SIKi BUHUKAIOTh BHACJIZIOK BPOPKEHOTO /leheKTy paHHiX cTa-
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Ni#t po3BUTKY B-s1iMdonuTiB, XapakTepusyroThes BiJICYTHICTIO
MUPKYI00YNX B-smiMdoruTiB i HaA3BUYaiHO HU3BKUM PiB-
HeM IMyHOrI00yJIiHIB yCix K1aciB y cuposarii kposi. Jacrora
imyaOztebimnTy ctanoBUTH 1-2:200 000 Hacemerns [10].
Azammaznobyninemis, sueniena 3 X-xpomocomor, Haiuye
noHaz 85% BUIAAKIB araMMaro0y riHeMil, BUHUKAE BHACJTI-
JOK MyTallii Tuposunkinasu Bpyrona (Btk), ska HeoOxinHa
IJIT HOPMaJIbHOTO TIpoliecy no3piBaHHs B-mimdpormuris.
Myratiii rena BTK npusBoJsiTh /10 3yIIMHKK PO3BUTKY B-s1im-
GonutiB y KiCTKOBOMY MO3KY, Maii’Ke IMOBHOI BiJICyTHOCTI
KJIiTHH y nepudepnyHiil KpoBi naiientie — o 1%. Pisenb
iMyHOTJIOOYJTIHIB Y CHPOBATIl KPOBI HA/3BUYANHO HU3BKUII,
BiJICYTHS TyMOpajbHa BiJIIIOBiZib Ha aHTUIEHU. YPasKeHH:
B-xaitunnoi nanku npu gedinuti Btk cnipuunnioe cyrrese
3MEHIIEeHHsT a60 BiICYTHICTD JIiM(BaTHIHUX BY3JIiB i MUT/IaIH-
KiB, SIKi B HOPMi MiCTATh BEJWKY KiJbKicTh B-mimMdonnTis.
IIpu 1boMy y XBOPUX MOBHICTIO 30epeikeHi KiibKicHi
Ta QYHKIIOHAIbHI MOKA3HUKY T-KJIITUHHOI JIAHKY IMYHITETY.
Aymocomno-peyecusni popmu azammaziobyainemii — piakicui
BapianTtu II/[A, B ocHOBI sSIKuX JexkaTh MyTallii TeHiB KOMIIO-
HEHTIB perientopa 1pe-B-ymimbonuTis: BaXkKOro Jasiora L,
Igo, 1gB, v5, a Takox OLIKIB CUTHAJIBHOTO NMLISIXY B-KIiTHHHO-
ro pertenitopa — BLNK ra PI3 kinasu [5,8]. ImyHomoriummii
npodisnb arammarooyinemil (BicyTHICTh IMyHOTIOOYIiHIB
i B-mimonuTiB) MoKe MOEHYBATUCS 3 TAKMMU KJIIHIYHUMA
nposiBaMu, K Mikportiedastis, JuieBi aHoMasii, rinoriasis
MO30YKa Ta iH., o Hepeadadac 3aayyeHHs iHmx reqis [23].
Kainiuni cumnromu 3'sBisiiotsest y  50%  XxBopHX
3 arammarsobyJsrinemieio y Bii 6—12 mic., kosu karabosi3y-
10Tbcd MaTepuHebki 1gG, Maiike Bei manienTn MaHidecTyioTh
1o 5-piunoro Biky. Onucano pizkicHi Bunagku Manidecrartii
arammarsio0ysiiHemii, 3uerieHol 3 X-XpoMOCOMOIO, Y MiJIiT-
KiB i jopociux. Penuausti Gakrepianbhi iHeKil € 0CHOBHU-
MU KJIIHIYHUMU TIPOsiBaMHU 11bOTO iMyHozedinuTy. Bognouac
Ili XBOpi He CXWJIbHI 0 OMOPTyHicTUUHUX iHDekIiin. bak-
TepiasibHi iHMEKIlT CIPUYNHIOITHCS TTIepeBakHO S. pneumo-
niae, H. influenzae, rpaMHeraTUBHUMU €HTEPOOAKTEPISAMU.
Haiiyacrime xBopi 3 aramMmmario0yJiHEMi€l0 CTPaKIaioTh
Ha PeIrUANBHI iHQeKIlii BEPXHiX 1 HUKHIX [UXATbHUX MIJISIXiB.
[HilinniT OTUT XapakTepHUil [ AiTell paHHBOTO BiKY. Xpo-
HiUHWUI cuHYyCUT croctepiractbest y 50—-70% XBopux y crap-
oMy Bitti. XpoHiuHUN GPOHXIT, MOBTOPHI MHEBMOHII IPU3BO-
I9Th 10 GOpMyBaHHS OPOHXOEKTa3iB. Y OLIBIIOCTI XBOPUX
BUSIBJISAIOTh OJHOYACHO KiJbKa BOTHHIL OaKkTepiaJbHUX
iHpekuiil 3 xpoHiuHuM abo peuuAMBHUM Iepebirom,
3 PO3BUTKOM BaKKUX YCKJIAJHEHDb (MACTOINT, eMITIEMA TIJIeB-
pn). S. aureus ta Pseudomonas ¥epiiko € IPUYMHOIO CENTHIIE-
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Mii. Y XBOpUX ONUCAHO THilHI apTpuTH, ocTeomiemit. bakre-
plaTbHUN MEHIHTIT, CETCHC TaKOX MOKYTh YCKJAJHIOBATH
nepebir imynomedimury. Mikomiasmu 4acTo CIPUYMHIOTH
iH(eKIIT AMXanbHOI CUCTEMH Y XBOPHUX 3 araMMAarI00y IiHeMi-
€10, ypaskaloTh ce4oBi i craTesi opranu, cyriobu. Jljst iMyHo-
nedinuty xapakrepHi Takok GakrepiajibHi iHdeKii mKipu ta
M'SIKUX TKaHuH (1iozepmisi, abciecu, puierMoHa) Ta CIM30BUX
060710HOK. Y 5—10% XBOPUX Bi[3HAYAIOTH PELUAUBHUIL HaK-
TepiasbHuii KOH TOHKTUBIT. Dim3bko 25% miteii 3 arammarsio-
OyJiiHeMi€r0 XBOPIIOTh Ha Jiapero, HalyacTille CIpUYUHEHY
Giardia lamblia, opnak akTyajibHi TAKOK 1HII 30yAHUKI: POTa-
Bipycu, eHTepoBIpycH, KaMIiijiohaKTep, CaJlbMOHEJIH, I,

PecmipaTopni Bipycni indexiiii y maimienTisB 3 araMMarJio-
GyJiinemicio epebiraoth 6e3 ocobmBocreil. BogHouac Bipyc-
Hi iH(eKIiT TPU3BO/SATH 10 PO3BUTKY HEMTPOICHii 1 3a3Bnyaii
nepeayioTh JpaMaTUyHINi Ipe3eHTallil Ba)kKKUX 1HBa3UBHUX
Gakrepianprux indexiiii [21]. HeiiTponenio BUSBIEHO y
15—25% XBOpHX 3 araMMario0yIiHeMi€lo.

XBopi Ha araMMarJIo6yJIiHCMiI0 HaJMIpHO YYTJUBI [0
eHTePOBIpyCiB, TakuX sK nosiosipyc, Bipycu ECHO ta Kokca-
Ki. Y HUX onucaHi ITIOOANHOKI BUTIA/IKK BaKI[MHOACOIII0BAHOTO
MTOJTIOMIEITY TICIS BBEJIEHHST OPabHOI JKUBOI aTeHyHOBaHOI
BakiuHu. EHTEpoBipycHMii MeHiHTOEHIIe(aNiT y XBOPUX Ha
araMMarsIo0yJIiHeMilo Mae miarocTpuii abo XpoHiyHuil nepe-
6ir, XapaKTePU3YETHCS TIPOTPECYIOUOI0 HEBPOJIOTTYHOIO CHM-
MITOMATHUKOIO Ta BUCOKUM PiBHEM CMEPTHOCTI. X pOHIUHI eHTe-
poBipycHi iH(deKITii MOXYTh ypaskaTh TaKO’K iHIINI OpTaHU Ta
CHUCTeMM: HIKIPY Ta M'SIKi TKaHWUHM, M'SI3M, ceplie, TediHKY.
JlepmaTomiosuToai6HU cuHApPOM ManiecTye HaGPSIKOM
KIHITIBOK Y MTOETHAHHI 3 epUTEMATO3HOIO BUCUIIKOIO [23].

Y 20-30% xBopux 3 aramMMarJo0yJiHeMi€l0 BUHUKAE
ypaskeHHsI Cyry00iB, sike 3a KJIIHIYHUMM [POSIBAMU HATay€e
peBMaToiguuii aptput. llepeBaskHO ypasKylOTbCs BeJMKI
CyrJio6u, TIpU TPUBATIOMY epebiry MOKJIUBI JAeCTPYKTUBHI
3MIHM Xpsma. Y OiIbIIOCTI ONMMCAHMX BUMAAKIB PO3BUTOK
apTPUTY ACOILIOETLCS 3 EeHTepoBipycamH, MiKOIJIa3MaMH,
ypeariadMaMu. 3a YMOBU PaHHbOTO BCTAHOBJIEHHS /[IarHO3Y
iIMyHOZIeIIUTY i CBOEYACHO PO3TOYATOTO JIIKYBAaHHS Tpera-
paTaMu IMyHOTJIOOYJIiHIB MPOSIBM <«PEeBMATOIA0MOAIGHOTO>
apTPUTY MIBUAKO JiKBiAyIOThCss. OiHaK y XBopux 6e3 3amic-
HOI Teparii mpernapataMy iMyHOTJIOOYIiHIB MOKYTh (OpMYy-
BaTUCs HE3BOPOTHI 3MiHM CYIJIOOIB YHACIIZIOK POSBUTKY XPO-
HIYHOTO apTPHTY.

HMiarnoctuka. TunoBuMu 1abOpaTOPHUMU O3HAKAMMU
araMMarsio0yJriHeMii € HaA3BUYAaHO HU3bKUI PiBEHb IMYHO-
riobyinie IgG, IgA, IgM, IgE y cuposartiii KpoBi Ta Maiixke
MOBHA BIACYTHICTh B-miMdornuris, mo BH3HAYAOTH 3a
excpeciero Mosiekyn CD19 a6o CD20<2%. CupoBaTkoBa
konuenTpaiiga IgG y 6iabIrocti XBOpUX Ha araMMarao0yriHe-
Mito 3HMKeHa 710 1-2 v/, konnenTpaiisg [gA Ta [gM <0,1 r/.
3a HasIBHOCTI XapaKTePHUX KJIHIYHUX i 1a00paTOPHUX O3HAK
3 MeTol0 Bepuikamii iarHo3y PEeKOMEHIYIOTb IPOBOJUTU
MOJIEKYJISIDHY JIiarHOCTUKY imyHozedinuTy. Bussusiin
MmyTaitifo rera BTK, BayKJIMBO BU3HAUYNUTHU BCiX HOCIiB MyTaltii
y ciM'i, 1[0 J1a€ MOKJMBICTD, 3a MOTPeOHU, 3AIHCHUTH MpeHa-
TaJbHY ZarHOCTHKY 1 3a1001rTH HAPO/UKEHHIO IMTHHH 3 BasK-
KUM iMyHO/1eDillUTOM.

Axmo myTrariitnuii anamis crocoBHo rena BTK neraTus-
HUIi Ta/a00 TAIEHT KIHOYOI CTaTi, MOKa3aHe CeKBEHYBaHHS
IHIITMX TeHIB /IS BUSIBJIEHHS MyTalliil (Ba’KKOTO JIAHITIOTA [,
Igo, 1gB, v5, BLNK, PIK3R1).

2. TotanbHe a00 CyOTOTAIbHE 3HUKEHHS HE MEHIIE JIBOX
KJIAciB iMyHOIJIOOYJIHIB 3 HOPMaJbHOW a00 3HUKEHOINO
KizbKicTio B-nimdonutiB

3arasphuii BapiabesbHuii iMyHozedIiUT — rereporeHnHa
rpylia 3aXBOPIOBaHb, AKi XapaKTEPU3YIOThCs TillOraMMarJio-
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OysliHeMi€10, MOPYIIEHHAM TPOAYKINii crienuiyHux aHTuTiI
i HiZIBUIIEHOIO CXUJBHICTIO 0 PEHUAMBHUX 1 XPOHIYHMX
indekmuiit. Xsopi 31 3BIJ] cxuibni Takox 10 ayTOiMyHHHUX
3aXBOPIOBaHb 1 3J10sKicHUX HOBOyTBOpeHb., Ha 3BI/l xBopi-
10T 0cobu 060X crateil. Yacrora iMyHoAeDIUTY CTAHOBUTD
Biz 1:10 000 7o 1:50 000 y momyJrsii [18]. Kiniunuii ciexTp
3BI/l pisHoMaHiTHUI, CHUMITOMU HOTO MOXYTb 3'SIBUTHCS
B Oy/Ib-SIKOMY Billi, SIK Y JIiTell, TaK i Y TOPOCIINX.

Erionoris. Xoua 6isbuiicts Bunaakis 3BI/I cnopaanyni,
y 10—20% XBOpUX BCTAHOBJIEHO CiMEITHMIT XapaKkTep iMyHOIe-
dimury, y sikomy mpesasmioe (80%) ayToCOMHO-TOMIHAHTHITIA
nigx ycnajakyBaHHs. Omucani BUIIQJIKKM TTPOTPECYBAHHS
nedinury IgA y 3BIJI. Ocrannimu poxkamu igentudikonani
reHu, BiAMOBIiZANbHI 3a PO3BUTOK TrioraMMmario0y riHeMii
3 HOPMaJIbHOI a00 B3HMKEHOW KiJbKicTio B-imdonuris,
X04a MOJIEKYJISIPHA OCHOBA OLIbINOCTI BUNIAAKIB iMyHOIEDI-
LUTY 3AJIMIIAETHCA HEBiOMOIO. /leKisibKa reHeTHYHUX /lehek-
TiB BUsBJIEHI B reHax B-mimdoruris, a Takox B reHax, 1o
KOAyIOTh perenrtopu abo giranan T-pimdonntis. TeHernui
nedextn y xBopux 3i 3BIJ] Bu3HaueHi Ha Pi3HUX CTalisgx
mudepentianii B-nimdonuris, mo Bigobpakae rereporeHHy
MIPUPOJLY iIMyHOIIATOJIOTIYHUX MEXaHi3MiB, SIKi JIe>KaTh B OCHO-
Bi imyHozeditury [].

VY namienris 3 redexrom BAFF-R cyTTeBO 3HIIKEHA KiJTb-
KicTb B-iMGOIUTIB BHACKIIOK TOPYIIEHHS BUNCUBAHHs MA
nponigpepauii B-nimpouumis y nepudepuanux sgimMdoigHIX
opranax. Jliraumom aktuByiodoro daxropa B-kmitna (BAFF)
€ mosekysia TACI, nedexrnu sixoi ommcano y 1-5% xBopux 3i
3BIA. dedexr monexynn TACI aconitoerbes 3 TaKUMM KJli-
nivaumu niposiBamu 3BI/I, gk ayroimynHi 3axBopioBanHsd,
nimornpodieparttis, B-xaituani simpomn, mopyuieHHs mpo-
nykuii aatutia. Hopywenns axmueayii B-nimgpoyumis 3ymo-
BJICHO TEHETUYHUMHU JedeKTaMu CUTHATIBHOTO KOMILIEKCY
B-nimbonutis, axuit Braouae mosekymn CD19, CD21,
CD81 Tta CD225. Ileii komImeke akTuBye B-mimdonmtu
micas B3aeMOjil B-KIITMHHOTO perentopa 3 aHTUTEHOM.
Axrusaitist B-1iMdonuTiB y BifNOBib HA AHTUTEHN BU3HAYA-
€THCSI B3AEMOJIi€I0 KO-cTuMygTopunx mosekyn (CD40-
CD40L, ICOS-ICOSL). Monekyna ICOS na akTuBOBaHUX
T-mimcorurax BixcyTast y 5% xBopux 3i 3BI/L [7].

3arasbHuil BapiabesbHuii iMyHOzehIIUT XapakTepusy-
€TbCSI TIOPYILIEHHSIM Mi3HboI audepenttiaii B-miMdonutis.
31e6ibIIoro KiMbKicTh B-KiTrH HOpMasibHa, ane audepeH-
miarisg B-kmiTuH y miasMatudHi KITITWHY, M0 CEKPETYIOTh
iMmyHOrI00YJ IiHY, HopyiieHa. 1le pU3BOAUTDL 10 3HUKEHHS
PiBHS iIMYHOTJIOOYJIIHIB, @ TAKOK 0 3HVKEHHS crenndiqHoi
Bianosial Ha Giakosi Ta nosicaxapuadi anturenn. Cyrrese
3HIKEHHS KiTTbKOCTI B-KiTiTnH mam'sTi 3 mepekIioYe M CHIH-
TE30M KJIacy iMyHOTJIOOY/IiHIB y nepudepuuniii Kposi cBii-
YUTH TIPO HENOCTATHICTb (DYHKILT TePMiHATUBHUX IEHTPIB
y xBopux 3i 3BI/I. [lexinpka cyqacunx knacudikariit 3BI/]
BHUKOPHUCTOBYIOTh 32 OCHOBY 3MEHIIEHHS Kinmbkocti CD27+
B-aimdornuris nam'siti. Y Ginbinocti xsopux 3i 3BI/L sumke-
na kimpkicte CD4+ T-mimdonuris [23]. Y kisbkox moc-
Jipkennax y namientis 3i 3BIJ] BusaBneno anomaurii nen-
JIPUTHUX KJITHH, 1O BiJlirPalOTh BA)KJINBY POJIb SIK AaHTUTEH-
IIPe3eHTYIOUl KJIITHHU B iHiI{iaIlil IepBUHHOI IMyHHOI Bi/ITIOBI-
ni. Hemocratnicts ¢yHKIN] AEHAPUTHUX KJIITUH MOXe
MOSICHUTH TIOPYIIEeHHsI aHTUTeHCTeNndiuHol TyMOpaJbHOI
BiznoBiai y xBopux 31 3BIJ [5].

OCHOBHUMY KAIHIUHUMU NPOSBAMU, TIO ACOIIIOIOTHCS
3i 3BIJI, € permausni GakrtepianabHi iHdEKIll, ayToiMyHHi
3aXBOpIoBaHHs, jJiMdoMu Ta Jeski inmri HoBoyTBopenus. Bik
HOSIBU CUMIITOMIB BapiaGesibHUNl — Bijl PAHHBOIO JAUTSIUOTO
110 TIoxuJoro. € nami, aki AeMOHCTPYIOTh HiMOAANBHUN PO3IIO-
it i3 tBoMa mikamu — 1—5 pokis i 18—25 pokis. Ha Biaminy
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Bi/l XBOpHX 3 arammarsio0yJrinemicio, y naiientis 3i 3BI/] sim-
dartnyHi By3/11 Ta MUTIAIMKA HOPMaJIbHUX PO3MIpPiB a00 301/1b-
TieHi, y onas 25% BUMAJIKIB HASIBHA CTIZIEHOMeTaist [4,15].

Maitxe B ycix namientis 3i 3BIJ] B anamuesi Bigznava-
IOTbCSI XapaKTepHi JaHi MPO TOCTPi, XPOHIUHI i pernuauBHi
indekuii — nmHeBMOHIi, curycuTn, otutu. IloBTopHi 6pOHXO-
JereHeBi iH(EKI TPU3BOAATH A0 XPOHIYHOTO ypakKeHHS
Jerenb i hopMyBanisa GpoHxoeKkTasis, onucanux y 37—-73%
narientiB 31 3BI/[. ¥ xBopux i3 nusbkoio Kinbkictio B-kiri-
THH 1AM '4Ti 1 3HHKEHUM piBHEM aHTUTI 10 THEBMOKOKOBOTO
nosticaxapuy iCHy€ BUCOKHUIT PU3HK MTOBTOPHUX OGakTepiaib-
HUX [THEBMOHIi1 i OpoHxoeKkTasiB. BponxianbHa acTMa Ta Xpo-
HiuHi 0OCTPYKTHBHI 3aXBOPIOBAHHSI JIEF€Hb CIIOCTEPIrAI0THCST
y 9-15% mnamnienris 3i 3BI/l. XBopum 3i 3BI/l Biactua
BICOKA 4YacTOTa 3alajJbHUX Ta iHQEKIITHNX 3aXBOPIOBAHb
opraHiB TpaBJieHHst. XPOHIUHY [[iapero, YCKIA[HEHY Maibal-
copbitiero, omucano y 10% xBopux 3 imyHomedinuTom.
lacrpoinTecTnHaTbHA TATOJOTIST BKJIOYAE HOAYJSIPHY JIiM-
(oinmy rimepmiazifo, 3amajsbHI 3aXBOPIOBAHHS KHUIIOK
(BupaskoBuii Kouit, xBopoba KpoHa), xponiunuii JistM6J1103,
Hecnenuiyny MaababcopoILio.

Aytoimynna marosorist nputamanna 20—25% XBopuX
3i 3BI/l. Y HuX po3BUBAIOTHCS TakKi 3aXBOPIOBAHHS, SIK ayTO-
iMyHHa reMOJIITUYHA aHeMisi, TPOMOOIUTOIIEH]sT, PeBMATOL/-
HUI apTpuT, INepHilio3Ha aHeMid. [emosiTUyHy aHeMmiio Ta
imiomaTUIHy TPOMOOIIUTOTICHIUHY TTYPITYPY YCIIITHO BIJIIKO-
Byioth BBIT y Bucokux /103ax y KoMOiHariii 3 KOPOTKUM Kyp-
coM KopTuKkocTepoigis. Ciiz maM'aTaTi, 10 IMyHOCYIIPeCHBHI
npernaparu TAKUM XBOPUM MOTPIGHO IIPU3HAYATH 3 0OepeKHi-
CTIO Y 3B'SI3KY 3 MOKJIMBUM PO3BUTKOM YCKJIAQ/IHEHD.

Hesnosxkicni simMdornpoatihepaTnBHi 3aXBOPIOBaHHS i Tpa-
HyJIbOMaTO3 omnucani y 8—22% xsopux #a 3BI/I. [lns tpetu-
HU TAIEHTIB 3 UM iMyHOIeilITOM XapakTepHa JiM@orpo-
nmideparisa: gimdazenonaris, creHOMeTasid, JiMdoinHa
iHTepcTHIiagbHa THeBMOHIA [6]. [panyrpomaTo3He 3anasen-
HS HaifyacTtinie ypaxkye JiereHi. Hepinko rpanyiabomMu Bu-
SIBJIAIOTH Y JTiM(OIHIN TKAHWHI, TIeYiHIT, CeIe3iHIli Mali€HTiB
3i 3BI/I. Pusuk po3BUTKY 3/I05IKiCHUX HOBOYTBOPEHb Y XBO-
pux 3i 3BI/I 3poctae 3 Bikom — 11-13% Bumaakis y xBopux
BikoM noHa 50 pokiB. Y GLIbIIOCTI BUNIAAKIB ITYXJIUHU IOXO-
JISATD i3 TPABHOTO TPAKTY Ta JIiMMOINHOI TKAHUHU. Y XBOPUX 3i
3BI/I BiporigHicTh PO3BUTKY HETOKKIHCBKUX JIiM(MOM 3poc-
tae y monas 400 pasiB mopiBHAHO 3 momyrstieo. Y 1,5-5 pasis
BUIIHIT PU3UK PO3BUTKY PAKOBUX ITyXJIUH yCix TumiB [15].

HMiarnoctuka. HaiiBaxusimmmM 1abopaTopHUM KpUTEpi-
€M /it BcTaHoBieHHs fiarno3y 3B/l € nuspkuii piBens 1gG
ta IgA y cuposari kposi: Bix 0,1 /7 10 1BOX cTaHAAPTHUX
BijixujieHb HIsKYe BikoBOI HopMu. PiBenb IgM 3HusKeHMil a60
nopManpHuii. Y mamientiB 3i 3BIJ] nopymena npomykitist
crierudiyHIx aHTUTIT 10 GiTKoBUX (AMbTEpis, TpaBelnh) Ta
nosricaxapuiHNX (MTHEBMOKOK) AHTUTEHIB, 3HIKEHUN THUTP
isoremarmoruninis. Kinbkicts B-simbonutis y nepudepny-
Hiil KpOBI, 3a3BMYaii, B MesKaX HOPMH, OJHAK MOKe OyTH CyT-
TEBO 3HMKeHa. Y OlibiiocTi xBopux 31 3BIJI sHMKeHA Kijib-
KicTh B-mimdonuris mam'sati CD27+ [8,18].

[iarnoctuxa 3BI/l Bumarae BUKJIIOYEHHST IHIIUX TPUYUH
rinoramMarsioGyJrinemii. Y narfieHTiB yos10Bivoi crarti HeobXi-
HO BUKJIIOUNTH X-34eryieHuil JiimdornposidepaTuBHi CIH-
apom. IarienTu 3 KisibkicTio B-imorutis 10 2% 1notpebyiors
MOJIEKYJISIPHOI JIIaTHOCTUKU /U1 BUKJIOYEHHsT X-34erieHol
arammarsio0yJiHemMii abo iHIMX aHoMasiil mpe-B-kriTuHHOrO
petteniropa. /I X-3uerrenoro JsiimdornposidepaTUBHOTO CHH-
JIPOMY XapakTepHi ayske Hu3bKa KijmbKicTb NKT-mimpormris
i HasIBHICTh B aHAMHe31 BaskKoro nepebiry EBV.

3. I'uGoke 3umkenHs cuposatkoBux IgG ta IgA, Hop-
MaJibHuit a60 miaBunienuii pisens IgM 3 HOPMAJIBHOIO Kijb-
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kictio B-nimpouuris (nedextu pexoMOinaliil mepexaoyeH-
Hs KJIacy iMyHOIJI00YTiHiB)

Jledextn pekoMOIHAIN MePEKITIOUEHHS KJ1acy IMyHOTI00y-
JIIHIB — 11e TpyTa MePBUHHKUX iIMyHOAEDIIUTIB, BiZIOMUX paHile
sk rinep-IgM-cunzipom. 11g rpyna saxBopioBaHb XapaKTepusy-
€ThCS CYTTEBMM 3HYZKEHHSIM TPOAYKINI iIMyHOTTIOOYJIHIB, SIKi
notpeGyIoTh pollecy MepekIioueHHs Kiaacis, TooTo IgG, IgA,
IgE, Toni sik komienTparist [gM 3a/HIaeTsest HOpMAIBbHOIO a00
mizBumena. Ha cporozmi imentudikoBani 4oTHpPU TeHETUYHI
neeKTH PeKOMGIHAIIIH MepekTIOYEHHsT KJIacy iMyHOrTTI00Y TiHIB —
myTartii reniB CD40, CD40L, AICDA ta UNG.

IMmyHOzEDIIUT TIEepeBaXKHO YCIAKOBYEThCS 33 X-34erLie-
M tunoM (65%) i 3ymoBieHnii gedeKToM TeHa, 1o KOIye
noBepxueBy Mosiekysry CD40L. Yacrora B momysisrii X-3verr-
JieHoro BapianTa Timep-IgM-cunapomy cranosutb 1:500 000
HacesieHHs. YacThHA ayTOCOMHO-PelecuBHUX (hOpM BUHUKAE
BHACJIIOK pifkicHoro nedexty reHa mosexyan CD40 (1%)
O6uBa nedexTr peKoOMOGIHaIii MepekIIoYeHH s KJIacy iMyHo-
100y IiHIB MatoTh TOAIOHI KJIHIYHI Ta IMyHOJIOIYHI 3MiHM,
XapakTepHi it KoMmGiHOBaHuX imyHozedinuTis. edimuru
akTuBalliiiHo-inayKoBanoi nutuaun-aeaminazu (AICDA),
yparua-/|HK-raikosunasu (UNG) namexars 10 BHYTPIIIHIX
nedexTiB  B-smiMdomuTiB, MaioTh ayTOCOMHO-PeIleCUBHUN
xapakrep ycmaakysauust. ledirmut AICDA cranoButs 10 20%
ycix sedexriB CSR.

Eriosorist. /[Ba ocHOBHI eTanu B o3piBanti B-mimdorin-
TiB — peKkoMOiHallii NepeKII0YeHHsT KIaciB iMyHOTI00y1iHIB
(CSR — class switch recombination) Ta comaTuuni rinepmy-
raiii (SHM — somatic hypermutations) — BixGyBaroTbcst
B T€PMiHATUBHUX IIEHTPAX BTOPUHHUX JiM(OiTHUX OpraHiB
3aBasaky Koomeparii B- 1 T-mimdorutis yepes B3aemozito
mosiekysin CD40 na B-mimpornurax ta CD40L Ha aktuso-
Banux T-xesmepax. Iliciss BcTaHOBJIEHHSI KOHTaKTy MiXK
B- i T-xniTunamu 3[MiliCHIOETBCS TIepe/iaya CUTHATY B SIZIPO
kmiTnaEN 4Yepe3 (aktop Tpanckpumiii NF-xB, axuit mirpye
B sIIPO i aKTUBYE TeHHU, BiANOBIAabHI 3a pexombinanii [THK,
[0 MPU3BOAATD 0 MEPEKIIOYEeHHs KIaciB iMyHOTI00Y IiHIB
Ta (HOpMyBaHHsS COMATHYHUX TimepMmyTaiiil. Y sapi BiaOy-
BAETHCS AKTWBAIlis TEHIB aKTUBAIlIHO-IHIYKOBAHOI IUTH-
nun-geaminazun  (AICDA), ypamua-JIHK-raikosunasn
(UNG) Ta iHIuMX reHis, 3a/ly4eHux JI0 IPOIIECiB PO3IIEIIeH-
nsa i Bignosaenusi JJHK. 3minena crtpykrypa BisHOBJIEHOI
mosiexysin JIHK y reHax iMyHoro0y 1iHiB ClIPUYMHIOE TIPO-
JIYKIIi10 PI3HUX BapiaHTiB aHTUTIJI, BUCOKOA(hIHHUX /IO TIEBHO-
ro anturena [5,14].

Bzaemonmis momexkyn CD40-CD40L e wnaazsuuaiino
BAKJIMBOIO B MIKKJTITHHHIN Koorepartii y mporieci iMyHHOI
Bignosizi. [Ipu B3aemonii mosiekysin CD40L Ha akTHBOBaHUX
T-nimponnrax i3 mosekynowo CD40 na B-nimdonurax
BinbyBaeTbes nposidepaitist Ta audepentiarisa B-mimMdorm-
TiB y TIa3MaTUIHi KIiTHHA Ta B-kaituam mam'sri. [Ipoxyk-
1ist BUCOKOCTIENU(DIUHOTO perepryapy aHTUTLI Hepeabauae
HePEKJIIOUEHHS CUHTe3y iMyHorI00yiiHiB 3 IgM Ha IgG, IgA,
IgE Ta nospiBanus adginnocti antutis. CUHTE3 AaHTUTLI BUCO-
Koi apinHOCT] BiOyBaE€ThCsI 32 PaXyHOK COMATUUHMX Tilep-
MyTaIlliii BapiabebHOTO periony reHiB iMyHOrIOOYIiHIB
i cemexmii B-kiitun 3 BucoxoadiHHUM PEIENTOPOM.
IIpu 1mboMy dopMy€eThCs oMy JisIiss Bucokoadinumx B-kiri-
TUH TIaM'SATi i MJIa3MaTUYHUX KJITHH. YHACTIMOK MedeKTy
B3aemozii CD40-CD40L i 3a BizicyTHOCTI TIpoOIiecy TepeKJIio-
YeHHs1 KJaciB IMYHOrJIOOYJIHIB y XBOPUX PO3BUBAETHCS
TKKa TimoraMMarsioOysinemis. Y 3B's3Ky 3 MOPYIICHHSM
MIPOIleCY COMATHYHUX TillepMyTAaIlill mo3piBaHHsa adiHHOCTI
AHTUTIJI He BiOYyBA€THCSL.

Mouexymna CD40 excnpecy€eTbcs TaKOK HAa MOHOIIMTAX,
Makpodarax i IeHIPUTHUX KIITHHAX i Bilirpa€ BasKJIUBY POJIb
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B aKTHBAIlil IUX KJIITUH, orocepenkoBaniii T-mimboruramu.
Bincyrnicts B3aemozii CD40-CD40L mpussoants 10 10-
PYIIEHHST KJITHHHO-OIIOCEPEeIKOBAHOI IMyHHOI BiAMOBijl,
i/[BUIIEHOI CXUJIBHOCTI JI0 OMOPTYHICTUYHUX iH(EKITil,
3JI05IKICHUX HOBOYTBOPEHb Ta ayTOIMyHHHMX 3aXBOPIOBaHb.
Bzaemomist CD40-CD40L BaxkimBa Takok 1T YTBOPEHHS
nomyasuii peryasgropaux T-mimbonuris (Treg), HeoOXigHUX
NIt POPMYBAHHS TA MiATPUMKU iIMYyHOJIOTIYHOT TOJIEPAHTHO-
cti. Y narmientiB i3 gedinurom CD40L Bussieno sumxemny
KimbKicTh Treg i nedexTn B-kaiTHHHOI TOJIEPAHTHOCTI.

Koniniuni nposiBu. CriekTp KJIiHIYHUX TPOSBIB edeKTiB
CDA40L ta CD40 noai6nuii 1o kombinoBanux iMmyroaedinm-
TiB. Baskki 6akrepiasbHi pecripaTopHi Ta KMIIKOBI iH(peKIT y
GiTBITOCTI XBOPUX PO3BUBAIOTHCS HA MEPIIOMY POIIi JKUTTSL.
V¥ 30-40% Bumankis X-3uertenuit Bapiant CSR mamicectye
OTIOPTYHICTUYHUMU 1H(DEKITIAMU: TTHEBMOIIUCTHOIO THEBMOHi-
€10, JIMCEMIHOBAHUME IUTOMETATIOBIPYCHOIO ab0 repreTuyHOr0
inexuigayMu, BaxkkuMU TpubkoBuMu iHdermismu. OmxHak
CXWJIBHICTB /10 ONMOPTYHicTHYHMX iH(EKIN BapiabenbHa.
Y 4YacTHM XBOPUX BOHHM MOXKYTb IIPOSBUTHCS B PAaHHbOMY
JMTHUHCTBI, B iHIIMX — y gopocaomy Biti. Cepea 6akrepiaib-
HUX 30yAHUKIB ITHEBMOHII — KalcyJbHi MIKpOOpraHismu,
Pseudomonas, Staphylococcus. BinznaueHo ypaskeHHs JIereHb,
3YMOBJICHI ATUIIOBUMM MIiKOOAKTEpisiMU, y TOMY YUCII
M. bovis (mtam BCG), kpunToKokoBi nmHeBMOHil. XpoHiuHa
miapes i3 CHHAPOMOM MasbabCopOIlii 4acTo acoIliioEThCs
3 Cryptosporidium paroum, X04a BUSHAYAIOThCST W iHIII maTo-
reuu: G. lamblia, Salmonella, porasipycu. Y nesikux Bunajkax
MOPYUIEHHS TPAaBJIEHHS i BCMOKTYBAaHHS BUXO/ATH HA Iepliie
MicIle cepeji KJIiHIYHUX MPOSBIB. 13 TPHBAIOO TePCUCTEHITIEI0
KPUNTOCTIOPU/IN Y TPaBHOMY TpaKTi Ta >KOBYOBUBIHUX
HIAXaX IOB'A3YI0Th PO3BUTOK CKJIEPO3YIOYOIO XOJIAHTITY.
YpakeHHS MEYiHKKM € YaCTHM YCKJIQJHEHHSM X-3Y€IJIEHOTO
papianTy CSR. Tenarut i GiiapHuii MPO3 MEYIHKK OMICAHO
v 80% xBopux Bikom 110 20 pokis [5,10].

3JI0SIKiCHI Iy XJIMHU [IeYiHKU, TPABHOTO TPAKTY YacTo PO3-
BUBAIOTHCS B MIJITKIB 1 JOPOCTUX TAIIEHTIB, HEPIJKO MPU3-
BOJIATH /IO JieTambHOrO Hacwmiaky. limepruiazis mimdoigaoi
TKaHWUHU y XBopuX i3 X-34ueriennM aedexktom CSR Bupake-
Ha [MOMipPHO, Ha Bi/IMiHY BiJl iHIIINX BapiaHTiB iMyHOAe(DIIUTY,
3yMOBJIEHUX BHYyTpimHiMu nedekramu B-mimdonutis, ski
XapaKTepU3yIOThCsI 3HAYHUM 30iTbIIEHHSIM JTiMbaTHIHITX
BYS3JIIB 1 CesIe31HKMU.

AyTOIMYHHI 3aXBOPIOBAaHHS HEPI/IKO IIarHOCTYIOTH Y XBO-
pux i3 nedexramu CSR ta SHM: nuromnenii, Hecrieruiumni
3amajgbHi 3aXBOPIOBAHHS KWINOK, ayTOIMYHHWH THUPOiIUT,
rioMepynoHedpuT. ADTPUTH ¥ apTPaITii, IO CIIOCTEePITaioTh-
cst pu iMmyHozedinmTi 3 nizBuieHuM piBHeM 1gM, MOXKyTb
PO3BUBATHCS BHACIIIOK XPOHIYHOI iH(EKIlii 4 yTBOpEHHS
aytoanTuTii. OMHIEI0 3 YaCTUX NMPUYMH aHeMii y XBOPHUX i3
nedpexramu CSR ta SHM € indexkiis, cnipuyrHeHa mnapso-
Bipycom B19. Hefitpornenist Bigzunagaetnest y 60 % mamienTis
3 imynozedinuTom i3 migBuiienum pisueM [gM i moxke Hocu-
TH SIK XPOHIYHWH, TaK i enizoanmunnii xapakrep. Helitporenis
BUHUKAE BHACJI/IOK TTIOPYIIEHHS IPAHYJIOIUTOINOE3Y, OCKiJIb-
KU MI€JIOIIHI TIOTIePeJHUKY TaKOX EKCIIPeCyoTh MOJIEKYJIY
CD40. Ak nacniziok, y XBOPUX PO3BUBAETLCS PEIMIUBHUII
CTOMATUT, TiHTIBIT, iHITi iH(EKI pOTOBOI MOPOKHUHI.

Y XBOpUX OMUCAHO BUIAJIKU MTPOrPECYIOYOrO MEHIHTOEH-
nedaity eHTepoBipycHOI ab0 IIUTOMErajioBipyCHOI eTioJIorii.
Binznayeno BUMajKu TOKCOIIA3MO3HOTO eHileasiTy, Kpuri-
TOKOKOBOTO Ta TyOepKyJIbO3HOTO MEHIHTITY.

[TamienTtn 3 nedimmrom AICDA i UNG Takosk cXuibHi 710
BAKKMX Ta PEIUJMBHUX PECHiPATOPHUX 1 KUIIKOBUX iH(DEK-
iit. 3arasom XBopo6a XapaKTePU3YEThCsST MEHII BaKKUM
nepebirom nopisusno 3 gedinnrom CD40L. Ha Bigminy Biz
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xBopux i3 X-3uerienum Bapiantom CSR, mamientu 3 nediru-
toM AICDA i UNG He cxusibHi 10 OOPTYHICTUIHUX iHMEKITIT.
Hedimntn AICDA i UNG, sk rymopasbhi imynozaedinnTy,
XapaKTepPU3YThCS MOBTOPHUMU OaKTepiajbHUMU ITHEBMO-
HIsIMU, CHPUYMHEHUMU KaICyJIbHUMU MIiKPOOPraHisMaMu.
Cepesi KIHIYHMX O3HAK CJIiJ] 3BEPHYTH yBary Ha BUPa3Hy
aimdaznenonario, rineprpodiio murpaaukis. Jlimboimy
rinepruiaziio onucano y 70% xBopux i3 gedimmrom AICDA.
BBaxaiots, mo inTencusHa mnposidepaitis gimMmbaTuaHux
BY3JIIB I MUTJQJINKIB CIIPUYMHEHA MOCTIHHOIO aHTUIEHHOIO
cTuMyJidIieio i mpomideparieio B-mimdonutis, He 3maTHUX
10 echeKTUBHOI TYyMOpasibHOI Binosizi. [IpoBesenHs 3amicHOT
Teparii TpenapaTaMu iMyHOIJIOOYJIIHIB CIIPUSIE 3MEHIIIEHHIO
giMmoinnoi rinepriaszii. AyToiMyHHA TATOJOTIS i XPOHIUHI
3armajbHi 3aXBOPIOBAHHS TaKOX TpUTaMaHHI AediruraMm
AICDA Tta UNG i Bunukaiots y 20% xBopux. Ommucamo
BUIAJAKN AyTOIMYHHOIO TeNaTuTy, TeMOJITUYHOI aHemil,
TpoMbonuToneHii, xBopobu Kpoma, yseity, mykpoBoro aiabe-
Ty 1-TrO THMY.

Hiarnocruka. Cuposarkosi piBHi iMyHOrI00YIiHIB [gA,
IgG, IgE pisko 3HMIKeHi ax 10 MOBHOI iX BijcyTHOCTI. Kpim
KiJTbKiCHOTO 3HMIKEHHS PiBHIB aHTUTIJ BiZI3HAYAETHCS 1X SKic-
Ha HETIOBHOIIHHICTE. PiBHI cpoBatkoBoro IgM MoKy Th 6yTH
HOPMaJIbHUMU ab0 CYTTEBO IIIBUIIEHUMHU, IHKOJIM MEPEBU-
mytorb 10 r/n1. Hopmanbpuuii piBenb IgM BusHauaeTbcs
HA MOMEHT BCTAHOBJIEHHs AiarHo3y imyHomedinuty y 50%
XBOPUX. YTBOPEHH CIEeNUMITHNX aHTUTIJ, SKi HajIeKaTh /10
kiacy [gM, 30Kkpema i3oreMarioTHHIHIB, MOsKe Oy TH He TI0py-
mennm. Cy6nomyssii T-nimdoruris nepudepudnoi Kposi —
Yy MekaX BiKOBOi HOPMU, XO4a iHKOJU 3HUKEHA KiJIbKiCTh
T-xmituna mam'siti CD45R0. Kismpkicts B-miMbonuTis Takosx
HOPMaJIbHA, ajie XapakTepHa BiJACyTHicTh B-mimdonuTis
mam'saTi 3 TepeKJI0YeHUM CHHTE30M IMYyHOTJIOOY/IiHIB
i3 dpenoruriom CD27+IgD-[23].

¥ xoni pocmimkenns excrpecii CD40L Ha akTuBOBaHUX
CD4+ T-nimporurax BUSBISETHCS BiZICYTHICTD Ii€T MOJTIEKY-
Jid, 1110 BKa3ye Ha X-3ueriennii Bapiant CSR. 3a gomomororo
MOHOKJOHAJIBHUX aHTUTLI MOKHA 6e3mocepeiHbo imeHTHdi-
kyBatn CD40L ma moepxui CD4+ T-mimponutis MmeTomom
POTOUHOI 1UTO(hI0YyMeTpii. 3 MeToI0 Bepudikaltii fiarHosy
3aCTOCOBYIOTh FeHETUUHY JIIaTHOCTUKY — BUSABJIEHHS MyTallii
B renax, 1o kojayiotb MoJsiekyau CD40L, CD40, AICDA ra
UNG. V¥ pasi giaraoctyBanns X-3derieHoro Bapianta CSR
HOCIsIM MyTallii TeHa MoxKe OYTH 3alIPOIIOHOBAaHA NIPEHATAJIb-
Ha JIlarHOCTUKA.

4. leinut okpeMux Kiaacis abo cyOKIaciB iMyHOrI00Yy-
JiHiB 200 JIETKUX JIAHIIOTIB 3 HOPMAJbHOIO KiJIbKicTIO B-1im-
dorurtis

CenextuBunii nedinur IgA (sIgAD) — wuaitmonmupe-
HIlTI IePBUHHUEN /1edillUT aHTUTIIOYTBOPEHHST 3 YACTOTOIO
1:300—-1:700. IIpupozga renetrnunoro nedekty iMmyHomedimnm-
Ty HeBizoma. [Ipu sIgAD criocrepiraerbest MOpyIeHHs Tepe-
KJIFOUEHHSI CUHTE3Y KJaciB iMyHOrno0y riHiB Ha IgA, BigcyTHi
naagMaTHdHi KJIITHHY, 10 cekperyioTh IgA. Y 20-25%
namienTiB i3 sIgAD Biz3HavaioTh MO3UTUBHUN CiMeTHU
anamues mozno sIgAD rta 3BI/l. Hedimur IgA moxke Oytn
KOMITOHEHTOM iHIIMX HEPBUHHUX iIMyHOAEDIIUTIB, TAKUX SK
aTaKcisg-TeseaHTieKTasist, XpOHiYHUI IKIPHOCIU30BUN KaH-
03, nedinur cybkaacy 1gG2. Habyra negocrarHicts [gA
MOJKe PO3BUHYTHUCS MICJIS JTIKYBaHHS IETKMMU MEJINKaMEHTa-
mu (beHiTolH, kKapbaMazellit, BaJIbIIPOEBA KUCIOTa, CYJibda-
cayasun, fenarii, npenaparu 3oo0rta, HIT31T).

3nebinbinoro cenextuphuii gedinur IgA nepebirac Ge3-
cumrroMuo (orazx 90% Bunaakis). CXUIbHICTD 0 PEIUNB-
HUX iH(EKIi crocTepira€TbCcsl YacTille MpU MOENHAHHI
cenektuBnoro gedinurty IgA 3 inmmm gedexrom iMyHHOI
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cucremu (pedinut cybrmacy 1gG2, pedinut npoaykiii cre-
uudiuHUX aHTUTLI, AedilUT MaHO303B'A3yI040r0 OijKa).
[liarnos sIgAD Hepiziko BCTAHOBJOIOTH TPU BU3HAYEHHI
piBHS IMYyHOTJIOOY/IIHIB y XBOPUX 3 PEIMAMBHUME PeCItipa-
topuumu indexniamu. Omnak inkomu sIgAD BusBisiors
«BUIAJIKOBO» [PH JTaGoPATOPHOMY OOCTEKEHHI 3 MPUBOJLY
IeJsliakii, ajepriyaux Ta ayTOIMyHHHUX 3aXBoploBanb. Hes-
BaJKAIOUU HA 3arajioM J00posiKicHuil 1epebir imyHonedinuTy,
YacTHHA XBOPUX CTPAXK/IAE HA PEIMUBHI CHHOITYJIbMOHAPHI
Ta KUIIKOBI iHDeKItii. Y piAKicHIX BUTIAZKaX iIMyHOIePiIuTy
MOJKJIUBI IOBTOPHI MHEBMOHII 3 (hOPMyBaHHSAM OPOHXOEKTa-
3iB. [TanienTn i3 sSIAD cxuibHi 10 PO3BUTKY XPOHIYHO] 1ia-
pei, Hacammepe1 IAMOTI03HOT €TioJori, BHACIIZIOK CYTTEBOTO
HOPYIIEHHsI MiCIeBOro IMyHITETYy CJAM30BOI 0GOJOHKU
KUIeYHNKA. YacTi peruanBHi emi30 THIITHOTO OTHTY, TTOB-
TOPHI CHHYCUTH, OPOHXITH, THEBMOHII HACTOPOKYIOTh 110/I0
MOJKJIMBOTO noennanus gediruty IgA i3 gedinurom oanoro
abo kimpkox cybkmacis IgG. ¥V Takmx XBOpHX MOpYIICHA
ryMopajbHa BiATIOBIZb HA TOJiCaXapuaHi aHTUTEHH, BiZ3HA-
YAETHCSI BUCOKMIT PUBUK PO3BUTKY XPOHIUHOT GPOHXOJIEreHe-
BOI I1aTOJIOTII.

AyToimMyHHI Ta ajepriufi 3aXBOPIOBAHHS HEPi/IKO acoIliio-
10Tbes i3 sSIGAD. Y nanienTis i3 1M imyHozedimTom onuca-
HO ayTOIMYHHI IIUTOIEHi], peBMaTOIIHUI apTPUT, CUCTeMHUI
4YepBOHUII BOBYAK, Hecrelndiuni 3amaibHi 3aXBOPIOBAHHS
KUIIKiBHUKa, Tesmiakig. YacToTra amepriyHoi maToJiorii gocsi-
rae 30% y mami€eHTiB i3 ceekTuBHIM Aedinmrom IgA.

IManientam i3 sIgAD npuTtamanHa HasgBHICTH aHTH-IgA-
AQHTHTIJI, 37IaTHUX CIIPUYUHIOBATH PO3BUTOK aHAMIIaKTUYHIX
nocTTpancy3ilHUX peakiliii TpW BBeJEeHHI Ipernaparin
KpoBi. BpaxoBytoun mifBuieHNit pu3NK MOSIBU MOCTTPAHC-
(bysiitHux peaxitiit, cJiiyl yHUKATH BBEIEHHS TIPEIapariB KPOBi
takuM mnaiientam. [lamientis 3 imyHozmedinurom Ta dsieHiB
ciM'T TOTPi6HO TOIH(GOPMYBATH TIPO TE, IO iM MTPOTUTIOKA3aHEe
BBEJIEHHSI ITPEapaTiB KPOBi.

[liarnos cenextuHoro gaedinmuty IgA BCTaHOBIIOIOTH
Ha TijicTaBi BU3HAYeHHs HU3BKOTO piBHA [gA y cuposariii
kposi <0,07 v/x (xpurepiit ESID — sumkenns IgA na 2 SD)
y TAIiEHTIB BiKOM TTOHA/ YOTUPHU POKM HA TJIi HOPMaJbHUX
piBuiB IgG Ta IgM i 3a yMOBU BUKJIIOUEHHS IHIINX PUIMH
rimorammarsio6yriremii. Jlitn Bikom Biz 6 Mmic. 10 4 pokiB i3
HU3BKKM piBHeM [gA 1nepeGyBaioTh IIijl CIOCTEPEKEHHSIM 10
BCTAHOBJIEHHSI OCTATOYHOTO [iaTHO3Y Y BiIli YOTUPH POKM.
Y manientis i3 sSIAD, 0cob1BO 3a HasgBHOCTI iHDEKITHHOTO
CUHAPOMY Yy BUIJISAII PEUUIUBHUX CHHOIYJIbMOHAPHUX
i KUIKoBUX iHMEKIiN, HeOOXiHO AOCTIANTH PiBeHb CyOKIIa-
ciB IgG, a Takok OIMIHNTH MPOAYKINIO CHEM(bIYHUX aHTUTIJ
10 TIOJTiCAaXapUIHNX aHTUTEHIB.

[Mamientam i3 cesektuBHUM fedinurom [gA Ta cymyTHiM
nedinuToM TIpoAyKLii crenudiyHuX aHTUTLI abo cyOKIacy
IgG2, saxi norpebyroTh 3aMicHol Teparii npenapatamu BBIT,
[IOKA3aHO BU3HAYEHH: aHTU-IgA-aHTUTIL.

Cenexrusnuii gedinur cyoknacis IgG. [ledinut cyoxmna-
ciB IgG — ue nediuur oxHoro abo kiabkox cybkiacis IgG
(piBenp HIpkunii Ha 2SD Bijl BIKOBOT HOPMI) Ha TJIi HOPMAaJIb-
Horo 3arasibHoro piBHs 1gG. Kiiniune 3nauenns aedinuty
cyb6knacis IgG Ha cbOroHi 3a/IMIIAETHCS TIPEJMETOM JUCKY-
ciil, ockinbku B 2—20% 310poBUX 0Ci0 y Oyl BUABIISA-
I0Th HU3bKUI PiBEHb 0JIHOTO 260 KibKOX cybOkiacis IgG [22].

Imynorso0yain 1gG y JoguHu po3noAiis€eThCsT Ha YOTH-
pu cyokmnacu: 1gG1, 1gG2, 1gG3 ta 1gG4, 3a IpoAyKIIiio SKUX
Bi/IMIOBi/Ia€ OKpeMUIl TeHeTUYHWH JIOKyC y Xpomocomi 14
(14q32). [eneris TeHiB Ba)KKUX JIAHITIOTIB yCIIAIKOBYETHCS
3a ayrocomHo-pertecuBuuM tunom. Cyoracu IgG pisusiTbest
3a GiosoriuHUMU (DYHKI[ISIMU, KIJBKICTIO Yy CUPOBATIN KPOBI.
HaitBumuii pisens y cuposariii kposi cyokiacy IgG1 — 66%,
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IgG2 — 24%, 1gG3 — 7%, 1gG4 — 3%. Jlo cybGkiacy
Ig(G2 namexaTh aHTUTINIA [0 TTOJTiCAXapUIHUX AHTUTEHIB Karl-
cysibHUX MikpoopraHismis. IIpoaykiis cyokmnacy 1gG2 nocs-
rae piBus gopociux y Biri 5—10 poxis. Hadmommupeninmim
BapianToM sedinuty cybrmnacy 1gG e nedinur cybrmnacy IgG4
(40%). I3 MeHIIIOI0 4acTOTOIO [IarHOCTYIOTh iHIN BapiaHTH:
nedinnt IgG2 — 28%. [3ompoBannit gedinut IgG1 — 1e pia-
KiCHUII BapiaHT, NMPU3BOJAUTH JO TOTAJIBHOTrO jAedinuty
IgG. ediuut cyornacis IgG Mosxe moeanyBarucs i3 gediiu-
tom IgA. Jledimut cybrmacis IgG Takox crocrtepiranu
y TIOEIHAHHI 3 iHMUMA iMyHOAEIIUTaAMH, TAKUMU SIK aTak-
cis--reneanriextasis, cunapom Bickorra—Ouapiva.

HaituacrimumM yekaaguentsm pebinury cybriacis [gG
€ penuInBHI pectripaTopHi iHdexiIii. 3HauHo piIie peecTpy-
10Th BakKi OakrepiasbHi iH(eKIil, Taki SK NHEBMOHI,
CerTCHC, MEHIHTIT, (irierMoHa. Y IesIKuX XBOPUX CIIOCTepira-
I0Th 4acTi BipycHi iHdekii. 3 peunanBHUMU iHEKIIAMN
3ebimbInoro moeanyerbest aedinnt 1gG2, saxuit Moke acorti-
foBatnch i3 pedinurom IgG4 ta/abo medirmrom IgA. Amep-
riuHi 3axBoptoBaHHs (aromiuHuii gepmarut, OpoHXiasbHa
acTMa) Takox omucano npu gedimuri cyokaacis IgG. Xoua
KJiHiuHMi Tepebir aedinmtis cyokmacis IgG € BixHocHO Jer-
KHMM, Y 4aCTUHM XBOPHUX CIIOCTEPITaioThCS PelUJNBHI CHHO-
[yJIbMOHAPHI 1H(MEKIi, MOKIUBUII PO3BUTOK OPOHXOEKTa-
THUYHOI XBOPOOU.

OcranHiMU poKaMu OTMCaHi HOBi (hOPMU TIEPBUHHUX iMY-
HO/e(DIHTIB, IO CYIPOBOIKYIOTHCS MOPYTIEHHSIM TTPOTYKITii
AHTUTIL.

Hedinur PRKC-3 (uporein-kinazu C-8) BiszHauaeTbest
PO3BUTKOM peluuBHUX iHdexiiit, xporiunoi EBV-indexitii,
CXHUJIBHICTIO 710 JTiMbompomideparii, possutky CHB-cunapo-
My (HedpoTuuHOTO Ta aHTUGOCHOMITIIHOTO CUHAPOMIB).
Jlani gocsipkeHHs BKa3yloTh Ha 3HUKEHHS PiBHS CUPOBATKO-
Boro IgG, migBuimenns piBus [gA Ta [gM. lenernuna ocnoBa —
myTaris rera PRKCD [17].

Cunzapom axktuoBanoi PI3K-8 (APDS, Activated
Phosphoinositide 3-kinase Syndrome) omnvicanuii HelonaBHO
y narienTis 3 myrartieio rena PIK3CD. Y niteil paHo po3BuBa-
JIVCh PEeNUNBHI CHHOMYJIbMOHAPHI iH(DeKIIi 3 hopMyBaHHIM
OpoHXOeKTa3iB, xpoHiuna aktusHa EBV- ta CMV-indexii.
VY GaraTboX XBOPUX BifizHauau JiM(ajeHONaTiio, XPOHIYHY
snimdoinny Tinepriasiio, CXUIbHICTh 10 PO3BUTKY B-KiriThh-
HUX JiMboM. Y 3HAYHOI YaCTUHU HAlieHTIB OyB MiABUINIEHWI
piBenb IgM Tta sHwkenwuii piBenb IgG2 y cupoBaTiii KpoBi,
MopyIIeHa IIPOJYKIList aHTUTLII /10 MoJlicaxapuIHUX aHTUTeHiB.

5. Nedinur cnienudivyHuX aHTUTLI TPH HOPMAJIbHI KiJib-
KocCTi iMyHOr/100y1iHiB Ta B-1iM¢ouutis

JedinnT criermdiyanx aHTUTIT XapaKTepU3y€eTbCs MOPY-
MMEeHHSAM TPOJYKILT aHTUTLI /10 TOJicaxXapuHUX aHTUTEHIB
B 0Ci6 3 HOPMAJIBHOIO KOHIIEHTPAI[EI0 IMyHOTI00YIiHIB 1 cyO-
kuaciB IgG y cupoBariii kpoBi Ta BikoM monaz 18a poku. Mosie-
KyJIsipHa OcHOBA HeBizioma. He BuximioueHo BHyTpimHiH redekT
B-simdorutis abo nopyuieHHs B3aemo/iii B-simdouutis i geH-
JNPUTHUX KJITUH Yy MapriHajbHill 30Hi cese3inku. Acoriiaiis
aJIepTiyHNX 3aXBOPIOBaHb i3 fedinnuToM crerudivHnX aHTUTLT
BKa3y€ Ha MOXKJMBY IMYHHY JMCDEryJISII0 3 TOPYHICHHSIM
TyMOpPAJIbHOI BIZINOBi/Il HA ToJricaxapujidi anturenu. [lamienTn
3 gediruToM crenudivHuX aHTUTII XBOPIIOTh HA PEIVIUBHI
pecrtipatopHi iHgeKIii, Taki K OTHT, CHHYCHT, OPOHXIT, pijiie —
MTHEBMOHIi, cercruc, MeHIiHTIT. YacTuM KJIHIYHUM TTPOSBOM
€ XPOHIUHUI CUHYCHUT, SIKMII HEPIZIKO CYIIPOBOJIKYETBCS CHM-
nroMamu anepriynoro punity. Orvcani BUAIKI OPOHXOEKTa-
THYHOI XBOPOOU, XPOHIYHOI Aiapei, ay TOIMyHHUX 3aXBOPIOBAHb.

OcHoBHUIT MeTON AiarHOCTUKK AedinuTy crerudiynnx
AQHTUTIZ — BU3HAYEHH: PiBHS IPOTUITHEBMOKOKOBUX aHTUTILJ
110 1 MiCJTst MeTIeHHs ITHEBMOKOKOBOIO T10JTiCaXapU/IHOIO BaK-
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1uHoio [15]. Tlizxoau 10 JliKyBaHHSI BU3HAYAIOTHCST aKTUBHI-
CTIO iHQEKITIITHOTO CUH/IPOMY.

6. TpanauropHa rinoraMmarao0yJiHeMist y aiteil 3 HOp-
MaJIbHOIO KijbKicTIiO B-siMmdorutis

Tpansurophiil rimorammaraobyiremii (TT) npuraman-
Ha AaHOMAJIBHO JIOBTA 3aTPUMKA TIPOLYKILiT BJIACHUX aHTUTLJI
y ZiTell Ticsas 3HUKHEHHS MaTepWHChKUX aHTUTiaA. [lepiox
rinoraMMarsio0yJiHeMii yTpUMY€eThest 10 2—3 POKIB JKUTTSI.
g nanientiB 3 TI' xapakrtepnuuii nusbkuii pisenp IgG
(MeHIIIe ABOX CTAaHAAPTHUX BiJIXWJIEHb BiJl BIKOBOI HOPMM)
Ha TJIi HOpMaJIbHOTO ab0 3HIKEHOTO piBHs IgA Ta/a60 IgM
y niteil BikoM monaj 6 MICAIiB, y SKUX BUKJIIOUEHO iHIII
Bapiantu mnepBUHHMX imMyHozedinuTiB. He3zBaxkaiounm mna
HU3bKUI piBeHb IgG, BiAMOBIAL Ha BaKIIMHAIbHI AaHTUTEHN
B epuri 6 micanis sxuTTa 36epexena. Crpasxkns yactota TT
HEBiZJOMa, OCKIJIbKM BOHA PIJIKO ACOIIIOETHCS 3 TAKKUMU
indexkiissmu. lenernuny octnoBy TT ma chorosni e He BUB-
yeHo. IcHyoTh maHi Mpo MOXKJIWBEe MOPYHIEHHS (YHKIT
T-xenmnepi abo aucHananc nurokimis. [lani ciMeiHuX 10-
CJliJIZKEHD T1epei6avyaloTh TeTePO3UTOTHUN CTaH IHIIUX Bapi-
auTiB rimoramMMaraobyinemii [11].

Y wactunu miteit TT nmepebirae 6e3cMMITOMHO, BiAMOBIAb
Ha IMyHI3aI1i0 HOPMaJIbHA, 32 KiJTbKa POKIB TPOAYKILisST iMyHO-
rJI00YJIHIB TIOCTYIOBO HOPMAJI3Y€EThCst. B iHIIOI rpynu XBo-
pPUX Bi/I3HAYAETHCS IM/BUIIEHA CXUJIBHICTD /10 PEIMIUBHUX
GakrepianbHUX IH(EKIIN, SKi BUHUKAIOTh y Hepi Micsii
SKUTTS. Y TIOJIOBUHI BUIIAJIKIB 3aXBOPIOBAHHS BUSIBJSIIOThH
y Bini 6—12 wmicgniB. OCHOBHUMM KJIIHIYHUMU IIPOSIBAMH,
SK 1 IPH IHIIMX BapiaHTax TirmoraMMmarjo0ysiHeMiil, € peciri-
paropHi 6akTepiaibHi iHheKIil, Taki STk OTHT, GPOHXIT, piiTe —
THEBMOHIS, THITHWI MeHIHTIT. [ledki miTh cTpaskmaioTh Ha
peruauBHy aiapeto. He xapaxkrepHi Tspkki cuctemHi Gakre-
pianbhi indexi. [nkosu TT y giteit cynpoBomKy€eThCSI reMaTo-
JorivaMy anoMarmigamu. Ornucano Jerki opMu HeHTpOTIeHil,
pinme — TpombouuToneHito. Jlitu i3 muMm iMmyHozedinnToM
HOPMaJIbHO PO3BUBAIOTHCS, PO3MIPH MUTJIAJINKIB 1 liMpaTny-
HUX BY3JIiB — Y HOPMi.

JlikyBaHHsI mepBUHHUX /e Dil[UTIB AaHTUTIIO-YTBOPEHHS

[TamtienTn 3 rymopaspHuMN iMyHOZEIIUTAMT HOTpe6y—
I0Th KOMILJIEKCHOTO Mi/IXO/y B HaJlaHHI MeJIMYHOI J0110MOrn
3 TPUBOAY IX iHQEKIIHUX Ta HeiHpeKIiiHuX npobeM.
Ockinpkn iHQeKIii Ta acoliiioBaHi 3 HUMM YCKJIAJIHEHHS
€ OCHOBHOIO KJIIHIYHOIO ITPOGIEMOIO0 Y MAIE€HTIB 3 iederTamMmn
MIPOIYKITil aHTUTIJI, BEJIEHHSI TaKUX XBOPHUX 30CEPEPKEHO Ha
npodisakTuili Ta JiKyBaHHi iHMEKIIi, a TAKOXK MOHITOPUHTY
3 METOIO PAaHHBOTO BUABJIEHHS yckaaanens [2,10,13]. [Tiaxo-
au mo jikyBaHHs marieHTiB 3 [I/IA samexxars Bix TsRKOCTI
3aXBOpIOBaHHA. KJllo4uoBY posib y JOTJISAI 32 TIallieHTaMu
3 II/IA BimirpaioTh 3aMicHa Teparlisg aHTUTLIAMU Ta aHTHMi-
KpobHa Teparist. Y gireii i3 Bakkumu dopmamu aedeKTiB
B-nimdoruris, siki acomiooTrses 3 qebexktamu T-rimbonuTis
(nedexru pekoMOiHaIl TIEPEKIIOUEHHS KJIACiB IMyHOTI00Y-
ainie CD40L-CD40) posrisifiaetbest TpaHCIIAHTallisl CTOB-
OypoBux KitTuH [8]. JIiKyBaHHS ayTOIMyHHUX YCKJIQIHEHD Ta
3JI05IKICHUX HOBOYTBOPEHb ITPOBO/ISITH TAK CAMO, SIK i XBOPUM
6e3 imynoedituty. [uHaMiuHe CIOCTEPEKEHHS 3a alli€HTa-
mu 3 [IJIA pekoMeHy€eThCs JiJisi BUSBIEHHS YCKIQHEHb, SKi
BUHUKAIOTDb Y HUX TIOIPHU a/IeKBaTHE JIiKyBaHHS IIpenapaTaMmn
iMyHOTIOGYJTIHIB Ta aHTHMIKPOOHY Tepariio.

Bamicna mepanis npenapamamu imyHozi00YNini6 € OCHO-
BOIO JIIKyBaHHs MAIli€HTIB 3 BaKKuMu opmamu jediuTis
AHTUTIJIOYTBOPEHHSI: CITaKOBa TimoraMMaraobyrineMis,
3BI/l Ta medinuT mepeksOYeHHS KJIACiB iMyHorJI06y]IiHiB.
Bceranosiieno, 1o panHs [iarHOCTUKA 1 TOYATOK Teparrii mpe-
napatamu iMyHOTJIOOYJIiHIB y I[UX XBOPUX BayKJIUBI HE TINIbKU
NIt TPOMITAKTUKY TOCTPUX 1HMEKITH, TAaKUX SIK THEBMOHis
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a6o MeHIiHTIT, aje I /I 3HUKEHHS 3aXBOPIOBAHOCTI 1 cMepT-
HOCTI, 1TOB'I3aHUX 3 XPOHIYHUMHU YCKJIQHEHHSIMU, HacaMIIe-
Pe/l XPOHIYHUMHU 3aXBOPIOBAHHSIME JIETeHb a00 XPOHIYHUMU
eHTepoBipycHUMHU iHDeKIissMu. OJiHAK TPOBEACHHS 3aMiCHOT
tepamii [gG He 3aBXAM JAOCTATHBO [IJIsI TIOBHOTO KOHTPOJIIO
iHGpEKIIHHOrO CHMHAPOMY, OCKIJIbKM He BigOyBacTbcs 3a-
MilIIEHHST IHIIUX KJaaciB iMyHOr100yiHiB [ 14].

Jlns 3amicHol Teparlii nepBUHHUX /1eDilUTIB aHTUTIIOY-
TBOPEHHsI ~PEKOMEH/YIOTh BBEIEHHS IMYHOIJIOOYJiHY
B movyaTKoBiit 1031 400—600 MT/Kr/MicsIb BHYTPIIIHBOBEHHO
KOKHI 3—4 TukHI abo WiMKIpHO KOXHI 1-2 THIKHI.
VY naiienTis 3 BaKKUMU (GopMamu TiroraMmmarsio0yiHemii
(IgG<2 r/xn) nosa nacuueHHs Moxe cTaHoBUTH 10 1 r/Kr 32
ozre abo JekiabKa BBejieHb. Hazai 1o3u ta intepsasu BBe-
JICHHS KOPUTYIOTD /IS IOCSATHEHHS 3asniikoBoro pisns [gG
He MeHIe 5 /1. BBemeHHsT BUCOKHX 03 IMyHOTTIOOYJIHY
(800 mr/kr/micsiip) Moske OyTU MOKA3aHO MAI[IEHTAM 3 XPO-
HIYHUMM YPaKEHHSIME JIeTeHb abo XPOHIYHMM pedparrep-
HuM cuaycuToM [9]. OctanHi 0CTiZKeHHS 3 BUBUEHHS OTITH-
MaJIbHOI 103U IMYHOTJIOOYJIiHY BKa3ylOTh, MO0 BHCOKWUN
3asmmkoBuii piBeHb IgG cTBOpIOE Kpamuili 3aXUCT POTH
ingexiii, i Tpw TPoOBeieHHI 3aMiCHOI Teparrii mpenapataMu
iMyHOTI00Y TiHIB 6askaHO AOCATHYTH 3aJMUIKOBOIO DPiBHS
IgG monaitmentue 8 r/x (BIII) [20].

3amicHa Ttepanig IgG namientam 3 MeHIT BUPAa3HUMHU
nedextamu npoxykitii antutin (TI, cemextuBnuii nedext
IgG), ax mpaBusIo, PEKOMEHAYETHCS 3a YMOBU ITOPYIIEHHS
MPOAYKILT crenuiyHUX aHTUTII Ta JIOKa3iB PerumBHIX
Ta/ab60 BakkuX iH(eKii. 3amicHa Teparis IpernapaTamu
iMyHOTJIOOYJIHIB MOKa3aHa XBOPUM 3 TIOBTOPHUMU ITHEBMO-
HistME, GPOHXOEKTATHYHOIO XBOPOOOIO, PEIUANBHIM GaKTe-
piampHUM cuHycuTOM. Yepes [esKHil 4ac TIiCas MOYATKY
JIIKYBaHHSI IIPOBOJSITH OLIHKY CTaHy XBOporo. Skio cran
narmienTa crabimpbHUl, iH(eKiiHI 3aXBOPIOBAHHS BiJICYTHI,
3amicHy Tepamio 1gG mMoxHa BimminuTH. BimMminy 3azBudaii
[POBOJSITH HABeCHI abo BIIITKY, KOJM KiJIbKICTh PeciripaTop-
HUX iHGbeKil 3MeHIyeTbest. PiBeHb iMyHOrIO0yJIiHIB KOH-
TPOJIOIOTH Yepe3 4—6 wmicsitis. Y Ginbimocti mamientis 3 TT
iH(eKIiHHNI CHHAPOM MOXKe YCIITHO KOHTPOJTIOBATHCH 32
JIOTIOMOTOI0 aHTUGIOTUKONIPOMLIAKTUKY, Y pasi HeeheKTUB-
HOCTI TaKOTO KOHTPOJIIO PEKOMEH/IYIOTb ITPOBE/ICHHS 3aMiCHOT
teparmii IgG koporkumu kypcamu [10].

Jlixysanns ingexuyiii. [l XBOPUX 3 MPUPOKEHNMU /le)i-
IIATAaMU aHTUTIJIOYTBOPEHHST aKTyaJsIbHI 3arajbHi MPUHIUN
gikyBanHst iHdekiuiii OnHak feski namieHTH MnoTpedyrTh
GIJIBII TPUBAJINX KYPCiB aHTHOI0THKIB, HiK IMyHOKOMIIETEHT-
Hi 0co6u, GibII YBasKHOI OI[IHKM IOAO HMOBHOI JIKBigalii
cumnTomiB iHdekiii. Xponiuna GPOHXOJIEreHEBA 11aTOJIOTIs
nomvpeHa y nanienris 31 3BI/] ta cuagkoBoo arammariody-
JIiHEMI€I0, MOJKe MOBIJIbHO IIPOTPeCyBATH HABITH HA TJIi 3aMic-
HOI Tepamii iMyHorI0OyaiHamMu. Y JIKyBaHHI NaIi€HTIB
3 OPOHXOEKTATUYHOK XBOPOOOK BasKIMBHU MYJIBTHIUCIIU-
IIHAPHUIL Mi/IXi/ 3 METOIO PeryJIsipHOI caHallii GpPOHXIB, arpe-
CUBHOI aHTUMIKpOOHOI Teparii, TPOTU3aNaJIbHOI Teparii
Ta PETEJILHOTO IMHAMIYHOTO CHOCTEPEKEHHS IIPOrpecyBaHHs
3aXBOPIOBAHHS IIJISIXOM JIOCHI/PKeHHS (YHKIII JereHb
Ta 1epioanyHoi KoMIr'otepHoi Tomorpadii. Ileit miaxia cxo-
JKUMI HA JIKyBaHHsI GPOHXOJIETeHEBOI MaTOIOrii y XBOPUX HA
MYyKOBICIIU/03. PanHs pesexilisi cerMmeHTapHuX OPOHXOEKTa-
3iB y MAIEHTIB 3 TiMOraMMarao0yIiHeMis MU T03BOJISIE 0OMe-
JKUTH  TIPOTPECYBaHHA XPOHIYHOTO YPasKE€HHS JIETEHb
[3,10,13].

Cuin 3BepHyTH yBary Ha 301JbIIEHY YacTOTY MESTKUX
indekiit y narientis 3 maedinuTaMu aHTUTIIOYTBOPEHHS,
TaKUX SIK JIIMOJIIO3HWIT €HTEPUT, APTPUT, CIIPUYUHEHUN MiKO-
[JIa3MaM¥, XPOHIYHI YPaKeHHs MIKIpU HE3BUYHUMU 30y HU-
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kamu. OCKiJbKUM CepOJIOTiuHI JIOCJI/PKEHHST Y MaIli€EHTIB
3 [I/IA needextuBHi, riarnoctrka iHdexItiil y HUX 37ilicHIO-
€ThCS 32 JIOIIOMOIO0 GAKTEPIOJIOTIYHUX METO/IB Ta MOJIEKY-
JISIPHOI JIIarHOCTUKU.

IIpoginaxmuune npusnauenns anmubiomuxie. Peruansmi
pecriipatopHi iHbeKii, 3 TPUBOAY SKUX 3BEPTAETHCS O1/b-
HIiCTh MAIEHTIB 3 JIETKUM KJIIHIYHUM (DEHOTUTIOM TYMOPAJIib-
nux imynoneditutis (T, cenextuBnuii nedinur IgA ta nedi-
1t cyokmaciB 1gG), MOKYTh YCIINIHO KOHTPOJIOBATUCS 34
JIOTIOMOTOI0 aHTHOaKTepiaabHOl podinakTuku. AHTnGaKTE-
piasibHa TIPO(DiNaKTUKA BBAsKAETHCS TTOUATKOBUM PEKUMOM
JikyBanHs Giibiiocti xBopux Ha TT, yacto noTpibHa TLIBKY
B OCIHHDBO-3MMOBHII 1IEPi0/] BIIPOJIOBIK J€KiIbKOX poKiB. bara-
TO (axiBIiB PEKOMEHAYIOTh AHTUOIOTHKOMPOMDIIAKTUKY
Ha JIOJIATOK JI0 3aMicHOT Teparii npernapataMu iMyHOrI006y.Ti-
HiB y nauientis 3i 3BI/] ta arammario0y iiHeMi€0 3 XpoHiu-
HUMU iHPEKITITHIMY YCKITATHEHHSIMU, TAKUMHU SIK XPOHIYHUT
cunycut abo 6ponxoexrasu [16]. OcKiibky BigCyTHIN TpaHc-
nopt BBezgenoro I1gG ma cam30Bi 000JOHKH, Y YaCTHHU
HaIieHTiB 30epiraloTbest PelyauBHI pecripaTopHi iHbeKIii,
He3BaKAIOUM Ha 3aMIiCHY TEpAIIiIo [pelapaTaMu iMyHOrI00y-
ainip [8]. Bukopucranns GesnepepBHUX IIPOQIIaKTUYHIX
KypciB aHTUOIOTUKIB CJIifl PO3IJISIAaTH B yCIiX MNAli€HTIB,

JIITEPATYPA

Y SIKUX TIPOJIOBXKYIOThCS PENUANBHI iH(EKIii, He3BaKauH Ha
ajieKBaTHe MPOBEICHHS 3aMiCHOI Tepartil iIMyHOTJIO6Y i HaMH.
[IpodinaxTuky 3a3Budail pO3NOYNHAIOTH 3 AMOKCHIINJIIHY,
TPUMETONPUM-CyJIbhameTokcazony abo  asUTPOMIIMHY.
[Tarierram 3 OGPOHXOEKTATUYHOW XBOPOOOK DPEKOMEHIYIOTDH
MPOdIIAKTUKY JOBTOTPUBAIUMH KypcaMu MakpoJifiB. Byio
MIOKA3aHO, 1[0 MAaKPOJiX MalOTh IIPOTU3ANAIBHY [0, He3a-
JIEJKHO BiJT iX 6e31ocepeiHbol aHTHOAKTePiasIbHOT AKTHMBHOCTI.
V xBOpHX 3 GPOHXOEKTa3aMU BaKJIMBO KOHTPOJIIOBATU KOJIOHI-
3al1iio MikpoopranizsMamu, Hacamiiepes Pseudomonas aeruginosa.
SIkmto 1i npenapary HeeheKTUBHI, MOKYTh Oy TH BUKOPUCTa-
Hi aMOKCHIIUJIH-KJIABYJIAHAT, KJIapuTpoMitut abo i, /eski
(baxiBIli BUKOPHCTOBYIOTH TIOBHI TepaneBTUYHi 1031 aHTHOI0TH-
KiB, iHIITI — TIOJIOBUHY /1031. [CHYTOTB TAaKOJK Pi3Hi MiX01H MO0
porartii KypciB aHTHOIOTHKIB, SIKi TIPU3HAYAIOTD 3 TIPO(DILIAKTIY-
HOIO METOI0 — OJIHi 3aCTOCOBYIOTb ITPeNapaTy TPUBAIMMHU Kyp-
caMH, IHIIT 3MIHIOIOTh aHTUOIOTHKK KOJKHI 2—6 Mmicsis [12].
Ort:ke, BUacHa /iaTHOCTUKA i PAHHIN TMOYATOK JIIKyBaHHS
JIO3BOJITIOTH CYTTEBO 3MEHINTH 3aXBOPIOBAHICTh i CMEPTHICTb
HAIEHTIB 3 BKKNME (hopMaMt Tirorammaryiody rinemiit. Biib-
HICTh XBOPUX TOTPeOYE PAHHBOTO IPUSHAYEHHSI arpecHBHOI
aHTHOAKTEPiabHOI Teparil. Y YacTHHM TAIEHTIB aKTyaJbHO
NpHU3HaYeHHs aHTHOaKTepiabHOI podinakTiku iHbekiii [10].

1. Cant A. Advances in management of primary immunodeficiency /
A. Cant, M. Slatter, A. Battersby // Paediatrics and Child Health. —
2013. —Vol. 23 (3). — P. 115—120.

2. Chapel H. Primary immune deficiencies — principles of care /
H. Chapel, J. Prevot, B. Gaspar // Frontiers in Immunology. — 2014. —
Vol. 5, Article 627.

3. Clinical Immunology Review Series: An approach to the management of
pulmonary disease in primary antibody deficiency / Tarzi M. D., Grigoria-
dou S., Carr S.B. [et al.] // Clinical and Experimental Immunology. —
Vol. 155. — P. 147—155.

4. Clinical picture and treatment of 2212 patients with common variable
immunodeficiency / Gathmann B., Mahlaoui N. for CEREDIH,
Gerard L. [etal.] // J. Allergy Clin. Immunol. — 2014.

5. Conley M. E. Primary B Cell Immunodeficiencies: Comparisons
and Contrasts / M. E. Conley, K. Dobbs, D. M. Farmer // Annu. Rev. Immu-
nol. — 2009. — Vol. 27. — P. 199—227.

6. Cunningham—Rundles C. The many faces of common variable immuno-
deficiency / C. Cunningham-Rundles // Hematology. — 2012.

7. Driessen G. Primary antibody deficiencies. Educational paper / G. Dries-
sen, M. van der Burg // Eur. J. Pediatr. — 2011. — Vol. 170. — P. 693—702.

8. Durandy A. Primary antibody deficiencies / A. Durandy, S. Kracker,
A. Fischer // Nature Reviews Immunology. — 2013.

9. Effectiveness of immunoglobulin replacement therapy on clinical
outcome in patients with primary antibody deficiencies: results
from a multicenter prospective cohort study / Quinti I., Soresina A.,

Guerra A. [et al.] // J. Clin. Immunol. — 2011. — Vol. 31. —
P.315—322.

10. Fried A. J. Pathogenesis, diagnosis, and management of primary antibo-
dy deficiencies and infections / A. J. Fried, F. A. Bonilla // Clinical Micro-
biology Reviews. — 2009. — July — P. 396—414.

11. Herriot R. Antibody deficiency / R. Herriot, W. A. C. Sewell //
J. Clin. Pathol. — 2008. — Vol. 61. — P. 994—1000.

12. Kuruvilla M. Antibiotic prophylaxis in primary immune deficiency disor-

ders /M. Kuruvilla, M. T. de la Morena // J. Allergy Clin. Immunol. Pract. —
2013. —Vol. 1. — P. 573—82.

Loubser M. A practical approach to antibody deficiency syndromes /
M. Loubser // Current Allergy & Clinical Immunology. — 2005. —
Vol. 4, Ne 4. — P. 169—174.

M. van der Burg New frontiers of primary antibody deficiencies / M. van
der Burg, M. C. van Zelm, Driessen G., J. J. M. van Dongen // Cell Mol Life
Sci. — 2012. — Vol. 69. — P 59—73.

Morbidity and mortality in common variable immune deficiency
over 4 decades / Resnick E. S., Moshier E. L., Godbold J. H., Cun-
ningham—Rundles C. // Blood. — 2012. — Vol. 119, Ne 7.

Prevention of infections during primary immunedeficiencies [Electronic
resource] / Aguilar C., Malphettes M., Donadieu J. [et al.] // Clinical
Infectious Diseases. — 2015. — Assess mode : http://cid.oxfordjour-
nals.org. — Title from screen.

Primary immunodeficiency diseases: an update on the classification from
the International Union of Immunological Societies Expert Committee for
Primary Immunodeficiency / Al—Herz W., Bousfiha A., Casanova J.—L.
[et al.]// Frontiers in Immuunology. — 2014. — Vol. 5.

Tam J. S. Common variable immunodeficiency / J. S. Tam, J. M. Routes
// Am. J. Rhinol. Allergy. — 2013. — Vol. 27. — P. 260—265.

Use and interpretation of diagnostic vaccination in primary immunodefi-
ciency: Aworking group report of the Basic and Clinical Imnmunology Inte-
rest Section of the American Academy of Allergy, Asthma & Immunology
/ Orange J. S., Ballow M., Stiehm R. [et al.] // J. Allergy Clin. Immunol. —
2012. —\Vol. 130. — P. 1—24.

Wood P. Human normal immunoglobulin in the treatment of primary
immunodeficiency diseases / P. Wood // Therapeutics and Clinical Risk
Management. — 2012. — Vol. 8. — P. 157—167.

Wood P. On behalf of a working party of the UK Primary Immunodefici-
ency Network Primary antibody deficiencies: recognition, clinical diag-
nosis and referral of patients / P. Wood // Clinical Medicine. — 2009. —
Vol. 9, Ne 6. — P. 595—9.

Yel L. Selective IgA Deficiency / L. Yel // J. Clin. Immunol. — 2010. —
Vol. 30. — P. 10—16.

Yong P. F. K. Hypogammaglobulinaemia / P. F. K. Yong, R. Chee, B. Grim-
bacher //Immunol. Allergy. Clin. N. Am. —2008. — Vol. 28. — P.691—713.

14.

15.

16.

17.

18.

19.

20.

21.

22.

108

ISSN 1992-5913 Cospemennas neguatpus 6(70)/2015



YntamTte Hac Ha canTe: http://med-expert.com.ua

MepeunyHbie AeGULUTBI aHTUTENI000PA30BaHUS: COBPEMEHHbIE NOAXO0Abl K AUArHOCTUKE U JIeYeHUIo

All. Bonoxa

HaumoHanbHaa MeguLmMHCKas akaaeMnsi nocneamnioMHoro oépasoBanus umenu MN.J1. Wynuka, r. Knes, YkpanHa

MepBuUYHbIE AedULUTbI aHTUTEN006pa3oBaHNs — camas 60MbLuas rpynna NepBuYHbIX UMMYHOLE(ULMTOB. 3Ta reTepOreHHas KNMHUYECKM N TeHETUYEeCKN
rpynna BpOXAeHHbIX AeDEKTOB UMMYHHOW CUCTEMbI BKITOHAET Nerkue, Hepeako 6eccumMnTOMHble, AedomumTbl IgA 1 cy6Knaccos IgG n TSKenble arammarmio-
6yNIMHEMIN C YrHETEHUEM NPOLYKLUNN BCEX KNACCOB aHTUTEN. HacTble KIMHUYECKNE NPOABMEHNS — THXENble WA PELMANBUPYIOLLNE CUHONYbMOHAPHbIE
MHeKLNN. Bo3MOXHO pa3BuTie ayTOMMMYHHOIA NATONOrK, 3HTeponaTuii. 3amMmecTUTeNbHas Tepanus npenapaTtamn UMMYHOTO6YNMHOB — OCHOBHOIA MeTo[
NeYeHns runorammariobynnHeMu.

KnioyeBble ¢noBa: nepeuyHble AedUUNTLI aHTUTEN006pa30BaHIS, LUArHOCTMKA, eYEHIe.
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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.
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HOBOCTU

marb ero. Hampumep, mist cunapoma Aiikapan-IyTeepbe
CHCTEMHOI KPACHOI BOJTYAHKY HET JIEKapCTB. Bpaun MoryT
JIMIIb CAEPKUBATH CUMIITOMBL. OJIHAKO C/IeJTaHHOE OTKPbI-
THe MeHsSEeT BCe.

Yuyenbie, BO3MOKHO, HAIIUIH IIPHYMHY
AyTOUMMYHHBIX 3a60JIeBaHumii

Ipymnna nccmenoBaTeseli HatIa 9H3MM, KOTOPBIH BIIOJI-

He NOJIXO/IUT HAa POJIb TJIABHOTO BUHOBHUKA PA3BUTHS ayTO-
UMMYHHBIX 3a00JieBaHUN. AKTHBAIUSI SH3MMA BBITJISIIIUT
JUIS UMMYHHOM CHUCTEMBI KaK CUTHaJ TpeBoru. M pannbii
[Ipoliecc MPUBOAMII K Pa3BUTHIO JIBYX CMEPTEIbHBIX ayTO-
WMMYHHBIX HE/[yTOB Y MBIIIEN.

IIpu aTOM TOpPMOKEHME AaKTUBHOCTU JAHHOTO H3UMa
cracajio JKMBOTHBIX. Bce 3TO TOBOPUT O TOM, YTO TIO/IaBJie-
nue auszumMa ¢cGAS Moxer 6bITh a9pheKTUBHON Tepanueii
AYTOMMMYHHBIX 3a00JIeBaHUI Bpojie cuHapoMa Alkap/u-
[yTheppe 1 cucTeMHON KpacHOI BOJYAHKM, CBSI3AHHBIX
€IMHBIM BOCIHAJIUTETIBHBIM Y TEM.

ITpu ayTOUMMYHHOM PaccTpPOHUCTBE UMMYHHUTET 0Opa-
AeTCst IPOTUB TeJla XO35IMHA BMECTO TOTO, YTOOBI 3all[ii-

Ectb Hazexma Ha 10, 4To ¢GAS Oymer MmomaBiIsaThCs
HU3KOMOJIEKYJISIPHBIMU TIpeniapatamu. Kcratu, ydembie
TaKyke NCCIIe/JOBAIN IPhI3YHOB, TEHETMUECKU N3MEHEHHbIX.
V sKuBOTHBIX He ObLI0 sH3uMa, [JJHKassl I1. B pesysbrare
SKUBOTHBIC TEPSIM CIOCOOHOCTh Pas/iaraTh JN30COMAb-
nyio JITHK. 3rto npuBosnio K pasBUTHIO CMePTEJbHBIX
ayTOMMMYHHbBIX 3aboseBanuii. Ho nojasieHne akTuBHO-
ct ¢GAS cracajio JKUBOTHBIX.
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