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Hapasi 3’acoearo, wo y nauieHmie 3 He8BNUHHO peyuOUBHUMU YpOeHIMAnbHUMU iHgeK-
YiAMU, BUKTUKAHUMU YMOBHO NAMO2EHHOI MA onopmyHicmu4Ho Mikpogiopoto, 8io-
3Hayaemocsa cmad imyHocynpecii. CykynHuli aHaniz gidomux yacmom nowupeHocmi 30
8i0OMUX HUHI Manux iMmyHHUX OUCPYHKUil 10OUHU 00380/1A€ 0ilimu 8UCHOBKY, WO HApaA3i
npuHatmHi 20% npedcmasHuKie cy4acHoi nonynauii (mobmo KoxHa n’ama nooduHa) ypa-
XKeHi xoua 6 00HUM nepe8UHHUM MIHOPHUM iMyHoOegiyumom. Lje npomupivume ycmarne-
HUM, 0OHAK NOMUJIKOBUM N02/110aM w000 papumemHoCmi nep8uHHUX imyHoOegiyumis y
nooed. Tomy diazHOCMUKa nep8UHHUX MIHOPHUX iMyHoOegiyumie Mae 6ymu Hegio'eMHUM
KOMNOHEHMOM Cy4acHoi pymuHHOI MeOUYHOI Nnpakmuku cneyiasicmie pi3Ho2o npodinto.
B 0aHiti cmammi HasedeHa Knacugikayis MiHOpHUX Nep8UHHUX iMyHoOediyumig S10UHU,
po3271aHYmMi 8BIOMIHHOCMI MiX 8e/IUKUMU | MA/TUMU iMyHHUMU OUCGYHKUIAMU, a MAKOX po3-
2/IAHYMO a120pUMM KJTiHiYHOT 0id2HOCMUKU Nep8UHHUX MIHOPHUX iMyHoOegiyumie ma cy-
4dacHi nioxoou 00 ix Niky8aHHA. BuaeneHHA eeHemuyHO 0emepMiHOBAHOI X8opobu iMyHHOI
cucmemu He MisibKU MOXe NoACHUMU amunosuti nepebiz yMo8Ho namozeHHUX abo onop-
myHiCmuyHux iHgekyil ypoeeHimansH020 mpakmy i 3HUXeHHs hepmusibHOCMi, 00HAK U
MOXe 8iOKpUMuU wWJiAxX 00 NPU3HAYeHHA aopecHoi imyHomepanil, cnpaMoeaHoi Ha KOMNeH-
cayito npu4UHOB8020 iMyHoOegiyumy. Lje Moxe sugecmu eghekmuesHicme 3acmMocosy8aHuXx
mepanesmuy4HUX 8MPY4aHb HA AKICHO HOBUU piBeHb, pO38'A3a8LWU HABIMb 8AXKi KiHIYHI
npobnemu.

KniouoBi cnoBa: iMmyHomepanis, imyHonpoginakmuka, imyHodiazHocmuka, 8/8 imyHo2106ys1iH, yumoxki-

Homepanis, MpaHcnIaHmMayis KiCMKo8020 MO3KY.

Hapasi 3’AcoBaHoO, WO y Maui€eHTIB 3 He-
BMWHHO PeuUAUBHUMW YPOTeHITallbHUMW iH-
deKuiamun, BUKNMKaHNMM YMOBHO NaTOreHHOIo
Ta ONOPTYHICTUUHOI MiKpodnopoio, BiA3Haua-
€TbCA CTaH imyHocynpecii [8]. Len ctaH moxe
6y TV 3yMOBIEHUI NEPBUHHMM ab0 BTOPUHHUM
imyHopediunTom. Y pasi BigCyTHOCTI ouyeBMg-
HUX MPUYMH BTOPUHHOrO iMyHopediuuTy, Ha-
npvknag, CHIy, npunomy imyHocynpecnsHuX

nikiB abo Baxkkoi Bagun cepua [48], cnig 3ginic-
HIOBATW MNOLWYK MEPBUHHOT XBOPOOU iMyHHOT
cuctemun. Hapasi y ntogeit onucato 6inbwe 300
nepBUHHMX iMyHogediuunTiB, 6iNblWicTb 3 AKNX
pifKo 3ycTpivyaeTbCA i NPM3BOAUTDL 4O PO3BUT-
KY Ba)kKKMX, ApaMaTUYHUX KAIHIYHUX CUMMTO-
MiB, HepigKo acouifioBaHUX 3 CMepTeNbHUM
Hacnigkom B paHHbOMy AuTAYOMY Biui. Mpo-
Te BifOMO 6n13bko 30 MepPBMHHUX MIHOPHMWX
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imyHopediunTiB, WO YacTo 3yCTpivaloTbCA B
nonynAuii i NPoABNAIOTbCA Y BUTNAQI M'AKLINX
KNiHiYHMX cumnTomiB [8]. B pyTuHHIN npakTuui
ypornora, aHgposiora Ta PenpoayKTonora Bax-
NMBOIO € [iarHOCTMKA MIHOPHUX MEePBUHHUX
imyHoaediunTiB Y NaLieHTIB 3 BaXKKOKypabenb-
HVUMM YacTO PeLuAUBHMMU YPOTeHiTabHUMK
iHbeKUiAMM Ta NOB'A3aHNMM 3 HUMW iMYHO3a-
nexxHumm dopmamu 6e3nnigaa, BKIOYAOUM
BUMNAAKN aHTUraMeTHOro aBTOIMYyHiTeTy. Buas-
NEHHA TeHeTUYHO AeTepMiHOBaHOI XBOPOO6M
iIMyHHOI CUCTEMW He TilbKM MOXe MOACHUTU
aTnnosui nepebir yMOBHO naToreHHWx abo
ONOPTYHICTUYHNUX HPEKLIN yporeHiTanbHO-
ro TPakTy i 3HMXeHHA GepTUIbHOCTI, OfHaK
MO>e BIAKPUTY WAAX [0 NPU3HAYeHHA agpec-

HOI iMyHOTepanii, CnpAMOBaHOI Ha KOMMNeHCca-
uito npuunHoBoro imyHopediunuty. Lle moxe
BMBeCTM edeKTMBHICTb 3aCTOCOBYBaHUX Tepa-
NeBTUYHUX BTPYYaHb Ha AKICHO HOBUN PiBEHb,
pPO3B’A3aBLUN HaBITb BaXKKi KNiHIYHI npobnemu.
AKwo imyHoaediunT npnHanmHi B 20% Bu-
nagKkiB Ma€e aCUMNTOMHMWIA nepe6ir, BBaXkatoTb
3a JoUinbHe ouiHBaTK NOro AK Many iMyHHY
ancoyHkuito, abo MiHopHU imyHogediuunT [8].
HaTtomicTb KnacmuHi, abo Benuiki imyHogedi-
LUTW MamKe 3aBXAW MPOABNAIOTbCA Y BAMNALI
TUNOBOrO0 CUHAPOMOKOMMEKCY iIMyHO3anex-
HUX YparkeHb, AKi HEPIAKO MOEAHYIOTbCA 3 AO-
JaTKOBMMW CMMMNTOMaMK, AK Hanpuknag npu
cmHgpomi BickoTtta-Ongpuya [55] (puc. 1).

Puc. 1. Knacugikauis imyHoOegiyumHux xeopob s1o0uHU

Po3nopgin Ha mani (miHopHi) i Benuki (kna-
CWYHI) iMyHOoAedIUNTN BaXkNMBWIA, OAHaK AoO-
CUTb YMOBHUIA. Binomi Bunagkn nerkmnx ¢dopm
KnacuuHmx iMyHogediunTHMX XBOPOO, npw
AKMX Bifj3HAYAETbCA ManOCMMNTOMHUIA nepe-
6ir imyHopediunTy, TOAI AK NPU Mannx iMyHHUX
ANCOYHKUIAX onucaHi BaxKi, ynbMiHaHTHI
KNiHIYHI NpoABKW, WO NPU3BOAMAM A0 CMepTi
nauieHTa [40]. Xouya Mi>XK Manumun i BeNINKNMIN
imyHopediunTamm Ginblue CninbHOro, HiX Big-
MiHHOTO, BCE K TaK1 BURINEHHA OKPEMOI rpynu
MIHOPHUX IMyHHUX OUCOYHKLIN BaxKnvee 3 or-
NAQY Ha NPUHUMMNOBI 0COBANBOCTI TaKMX XBO-

po6, He3HaHHA abo HePO3YMIHHA AKNX MOXe
nepelkoaXaT X akTUBHOMY BUABMEHHIO i
NiKyBaHHI0. 3riflHO 3 KNacUYHMMW Nornagamm
MOCTYNIOETbCA, WO MNEPBUHHI iMyHopediLn-
™M — pigkicHi xBopobu, AKi npoaBnATbCA 3
HapoaXKeHHA abo, MpWHalMHI, 3 pPaHHbOro
ONTAYOrO BiKY, CYyNnpOBOAXKYIOTbCA BaKKMMU,
NOTEHUiHO NeTanbHUMKM iHeKLiaMK | 3ymoB-
NI0I0Tb CMepTb Naui€eHTa y pasi BiACyTHOCTI
afjleKBaTHNX TepaneBTUYHMX BTPy4YaHb, 34e-
6inbWworo — Nnepecagky KicTkoBoro Mo3ky abo
reHHoi Tepanii [59]. Tum He MeHLwe, mani imy-
HogediunTM yacTo 3ycTpivaloTbea y nonynawii,
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nNpUYoMy Taknmm XxBopobamm Hapasi ypaxeHo
woHanmeHwe 20% npeacTaBHUKIB nonynauii,
MOXYTb MaTW acMMMNTOMHWIA nepebir npoTa-
rom NeBHUX NepiofiB OHTOreHe3y, AebTyBaTH
KNiHiYHO B 6yAb-AKOMY BiLli, HaBiTb y MOXUANX
naui€eHTIB, XapaKTepmn3yloTbCA reTeporeHHIcTo
nposBiB, BapiabenbHiCTIO KNiHiYHOro nepebiry
i Henepen6auyBaHicTio NporHo3y [47] (Tabn. 1).
Taki imyHogediunTn y 6araTbox nauieHTiB He
BUK/NKAOTb iHPEKUiNHMX NpoABiB, a MaHide-

CTYIOTb Nle y BUrNAAI aneprii, aBTOIMyHiTeTy
abo cMHAPOMY MYXJIMHHOIO PocTy. binbwicTb
nauieHTiB 3 ManuMmm imyHogediumTamy He no-
TpebyoTb NPOBEfEHHA NOTEHLUiNHO Hebe3ney-
HUX PpafVKalbHMX TepaneBTUYHWUX BTPy4YaHb
i MOXYTb O6YTW NPUHANMHI YaCTKOBO KOMMEH-
COBaHi 3a paxyHOK imyHomogyntolo4oi abo 3a-
MiCcHOT iMyHOTepanii, HeobXigHICTb B AKUX 3e-
6inblUOro eni3oAnyHa, a He NoXxuTTesa [30].

Tabn. 1

MopigHANLHA XapaKkmMepucmuKa 8esuKUX i MiHOpHUX imyHodegiyumis

Os3Haka

Benukmuii imynogedinut

MinopHwuit imyHopxedinuT

KinbkicTp Bifomux xsopo6 | Binbie 300

bnuspko 30

KinbkicTp ypaxkeHUX 4nH-
HVIKiB iMyHHOI CHCTEMM

3a3Buyail JekiTbka YMHHUKIB

3a3Buy4ait OVIH YNHHUK

BakkicTh cuMnTomiB

Bayxknit, 3arpo3nnBuit XKUTTIO
KTiHIYHMI peHoTHn

BapiabenbHuit peHOTHH 3 LIMPO-
KJM Jlialla30HOM IIPOSIBiB

Kiniunwit mepe6ir

ITporpecyrounii 3 TeHAEHIIiED

Bapia6enpHuit 3 mepiofamu 3aro-

JI0 PAaHHDbOI JIeTaTbHOCTI

CTPEHb i pemiciit

YacToTa B monmynALii Menme 1%

Bbnuspko 20%

MOXXTMBICTh aCUMITTOMHO-
ro mepeodiry

B paputeTHuX BUIIagKax

I[Tonarmenire B 20% BUIIAIKiB

IebroT cuMnTOMIB

Y paHHbOMY AUTAYIOMY Billi

B 6ynb-sKuii mepios OHTOreHe3y

TumoBicTh KTIHIYHNX CUMII-

€ Tunosuit GpeHoTnn

TereporenHa KIiHi4Ha KapTUHA, AKa

HOTO JTiKyBaHH:A

TOMiB BifIpi3HAETHCA HABITh Y HAIOMVK-
YUX pOiNYiB
IIpornos Hecnpusariusuii 6e3 cienudiv- | 3a3Buyaii COpUATINBUIL, OfHAK

MO>Ke 6y Herepe6adyBaHUM

Hapasi Bigomo 6nusbko 30 ¢popm nep-
BVHHUX MIHOPHUX iMyHOLediLunTiB NognHN,
AKi MaloTb 6YTV CAMOCTIIHUMM KNiHIYHUMI HO-
3osoriamu. BianoeigHo go uboro, po3pobneHa
cneuianbHa Knacmodikauia umx iMyHHUX Anc-
byHKUIM ana kniHiyHoi npakTrky [8]. Po3nogin
xBopob B Ui Knacudikauii FPYHTYETbCA Ha
ypaxeHin naHui imyHiTeTy. Tak, BugineHi nep-
BUHHI MiHOpHi imyHozediuntn 3 BUGIpKOBMM
3aNyYeHHAM KNITUHHOI i ryMOpasnbHOI NaHOK
iMYHITETY, @ TAKOX — KOMMOHEHTIB NPUpPOAXe-
Horo i aganTMBHOro (HabyToro) imyHiTeTy opra-
Hi3MY NIOANHN. B KOXHIN 3 LnX Nigrpyn MoxyTb
6y TV BMAINEHI KiNbKiCHI Ta AKICHI NOpYyLIeHHA.

I. MopyweHHA KAITUHHOI NaHKN npupoa-
)KEHOoro imyHiTteTy:
A. KinbkicHi:
a) nopyLeHHn 3 60Ky HenTpododinis:
- cimeliHa [oO6posiKicHa HeNTponeHin
[13,23];
— XPOHiYHa igionatnyHa HeWTponeHis
[29%;
— UMKnivyHa HerTponeHia [64]
6) nopyueHHs 3 60Ky nimdoLmnTiB:
- pediunT npupogHux Kinepis [17];
— pediunT NpupoaHuX KinepHux T-nim-
douurTis [3];
— pediunt monekynu CD16 [24]
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b. AkicHi:

- pediunTt Mmienonepokcmpasm  daro-
unTis [47];

- pnediynT eo3mHodiNbHOT Nepokcnaasn
[46];

- pediunt monekynn CD64 [61]

I1. MopywweHHA rymopanbHOi NaHKN NpUpoA-
)eHoro imyHiTery:

— nediynT BiNKiB CMCTEMI KOMMeMeH-
Ty, Hacamnepeg, gediunt C2 i Tep-
MiHanbHUX KomnoHeHTiB C6-C9 [52];

— pediuMT MaHHO303B'A3YIOHOr0 Mpo-
Teiny (nekTuny) [63];

— pediunT cepnHOBOI NpoTeasn 2 Tuny,
acouinoBaHOi 3 MaHHO303B'A3yOUYNM
npoteiHom [58];

1. AediynT KNITMHHOT NaHKN aAanTUBHOrO
imyHiTety:

— ipionatuyHa CD4+ T-kniTMHHa nimdo-
nenis [15, 53];

— pediunT monekynu CD8 [25]

IV. AediunTt rymopanbHOi naHKN afanTUBHO-
ro imyHirtety:

- TpaH3MTOpHa rinoimyHornobyniHemis
HemoBNAT [39];

- HeknacudikoBaHa rinoimyHornobyni-
Hemia [41];

- pediunt IgM [37];

- peodiunT cybknacis IgG [42];

- pediunTt IgA [54];

- pediuynt cekpetopHoro IgA [5];

- pediunt IgE [18];

- pediunt IgD [43];

- pediynT cneundivyHmx aHTnTIn [62];

— iHWi grucimyHornobyniHemii (noegHaHi
i kombiHoBaHi gediunTn imyHorno-
6yniHiB) [4, 8]

B Tabn. 2 npoAemMoHCTpOBaHI AaHi wono
NOWKNPEHOCTI Pi3HMX GOPM MIHOPHUX iMyHO-
fediumnTiB B CcyyacHin noacbki nonynauii.
Hanbinbly nowwnpeHicTb 3-NoMmix BigoMMX
Hapa3si NepBUHHUX MIHOPHUX iMyHOZedILNTIB
MOAVHN Ma€e BuUbipkoBuin pediunt IgD, akni
Bif3HavaeTbCcA cepen 6-9% npencTaBHUKIB
cyyacHoi nonynauii [43], Ta gediunT MaHHO-
303B'A3YI0YOr0 NIEKTUHY, AKWIA 3yCTpiYaETbCA
cepefy 5-10% melwwkaHuis 3emni [1, 63]. Han-
MeHLIA MOWUPEHICTb NpuTamaHHa fediynty
KOMMOHEeHTY KomnnemeHTy C2 Ta pediyuty
Mienonepokcmaasn GaroumTiB, KOTPi peecTpy-
I0TbCA YyacToTolo 1 BMNagok Ha 2000 mellKaH-
uis [2, 52].

Tabn. 2

MowupeHicme manux imyHodegiuumHux x8opob ceped CyHacHux atooel

ImyHopedimuTHa XBOpo6a Yacrora
Hedinur IgM 1:385 B €pori [37]
Hedinnt IgG1 1:26 B €Bpori [42]
Hedinnt IgG4 1:400 B €Bpori [33]
Hedinnt IgA 1:160-1:500 B €Bpori i CIITA [45],
1:2000-1:4000 B Kurai [27]

Hediunt IgE 1:30 B €Bporti [26]
Hedinnt IgD 1:12-1:14 B €Bpoi [31]

Jedinut MaHHO303B SI3YI040r0 IPOTEIHY

1:10-1:20 B Espori [63]

JedinnT KOMIIOHEHTY KoMITeMeHTy C2

1:10 000 (romosurorn),
1:50-1:100 B €Bpomi (rereposurorn) [52]

JedimuT kOMIOHeHTY KoMiieMeHTy C9

1:1000 B dmowii [36]

Hediunt Mienonepokcnaasy ¢paronnTis

1:2000-1:4000 B E€Bpori i CIIIA [47],
1:10 000 B SAmonii [49]

Iniomarnyna CD4+ T-xaituHHa miMoneHis

1:400 B €Bpori [22]
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CyKynHui aHani3 BigomMmx 4acTtoT noww-
peHocTi 30 BifOMNX HWHI Manux iMyHHUX ANC-
bYHKUIA nogMHM fO3BONAE HiNTM BUCHOBKY,
wo Hapasi npuHanmHi 20% npeacTaBHUKIB
cyyacHoi nonynsauii (TobTo KoXHa n’Ata noau-
Ha) ypakeHi xoua 6 0OfHUM NEPBUHHMM MiHOP-
HUM imyHopediumTomM. CyKynHa nuToma Bara
6inbwe 300 BiAOMUX HUHI BENUKUX IMyHOZe-
biunTiB cknapae meHwe 1% cyyacHuUX nogein,
Wo NigTPMMYE Te3y WOAO PIiAKICHOCTI Takoi
naTonorii. Takum YMHOM, Xou4a KinbKicTb dopm
NepBUHHUX MiIHOPHUX iIMyHORediLMTIB Ginblue,
Hi>K B 10 pasiB, HW>KYa NOPIBHAHO 3 KNAaCUYHU-

MW XBOpPO6aMK iIMyHHOT cucteMu, mMani iMyHHi
AnchYHKUITHa faHNIA MOMEHT ypa3unnu WoHam-
MeHLwe B 20 pasiB 6iNbLy KiNbKiCTb Cy4acHUX
nioaen, Gyayun AOCUTb MOLIMPEHO MaToso-
ri€lo, AKa Cepno3HO BMIMBAE Ha NonynAuinHe
300poB'a (puc. 2). Lle npoTmpiuntb ycTaneHmm,
OfiHaK MOMWIKOBUM MOTIAAaMm LWoJo papuTeT-
HOCTi MepBMHHUX iMyHopediuuTiB y nioaen.
Tomy ZiarHOCTVMKa MEePBUHHUX MIHOPHUWX iMy-
HogediuunTiB Mae OyTU HEBiJ'€EMHMM KOMMO-
HEHTOM Cy4aCHOI PyTUHHOI MeAUYHOI NpaKTu-
K1 crneuwianicTiB pisHoro npodointo.

Puc. 2 lNopigHAHHA NuUMOMOT 8azu 8eaUKUX i MIHOPHUX iMyHOOediyumis
8 cyyqdacHiti modcwkili nonynayii

Mpn piarHoCcTNUi MIHOPHUX MNEPBUHHUX
imyHoaediunTiB Y YacTo i TpMBaNoO XBOPIitOUNX
YPOMOriyHUX MauieHTiB Ta ocib 3 iMyHO3anex-
HUMKN dopmamun 6e3nniana BaXnMBUM € npa-
BUJIbHE KOMMOHYBaHHA iMyHorpam, Aki manm 6
BKJ1I04ATV BM3HAYEHHA BCiX MOKa3HUKIB, NOB'A-
3aHKX 3 igeHTMdiKalie nowmnpeHux B nony-
nayjii xeopob imyHHOI cuctemu. Hapasi Hemae
XOJHOro nabopaTopHOro UeHTpy B YKpaiHi,
iMyHONOFiYHI  JOCHiAKeHHA AKOro BiANOBi-
JaloTb CyYaCHUM BMMOraM AiarHOCTUKWU nep-
BUHHUX MiHOpHUX iMyHoaediuuTis, ToMy AnA
NpPaBUAbHOI OLIHKM IMYHHOrO CTaTyCy B TakunX
BUMNagKax cnig pobotn Tectn B pisHUX nabo-
paTopisax i 06’egHyBaTV X pe3ynbTati Npu oc-

TaTOYHOMY aHani3i oTpumMaHux gaHux. Huxue

HaBeAeHO nepenik TecTiB, AKi Manu 6 BxoanTu

B TaK 3BaHy ifeanbHy iMyHOrpamy wopo fia-

FTHOCTUKM Manux iMyHHUX AUCOYHKUIN nogu-

HW, iIKa Morna 6 HagaTu BuiYepnHy iHpopmadito

B TaKMX BUMNagdKax.

- 3AK3 dopmynoto

— CupoBaTKOBi KOHUeHTpaUii imyHornobyni-
HiB pi3Hux Knacis (IgM, 1gG, IgA, IgE, IgD)

- CupoBaTKoBi KoHUeHTpauii cybknacis I1gG
(IgG1, IgG2, IgG3, IgG4)

- KoHueHTpauia cekpeTopHoro IgA B CinHi

- BumiptoBaHHA TUTPY cneundiuHnUX aHTUTIN
[0 36ygHuKa iHbeKUii B KpoBi

- Kinbkicte CD3+CD4+ T-nimpouutis
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- Kinbkictb CD3+CD8+ T-nimpouuTis

- Kinbkictb CD3+CD16+CD56+ nimpouuTis

- Kinbkictb CD3-CD16+CD56+ nimpouuTis

- Kinbkictb CD3- CD19+ B-nimdpouuTis

- Kinbkictb CD64+ KNiTUH B KPOBI

- KoHueHTpauis 6inkiB cucTemmn KomnnemeH-
Ty B cupoBartui kposi (C1-C9)

— KoHueHTpauia MaHHO303B’A3y04Oro nek-
TUHY B CUPOBaTLi KPOBi

- CunpoBaTKOBi KOHLeHTpauil cepuHOBMX
npoteas 1 i 2, acouinoBaHWX 3 MaHHO-
303B’A3YI04YNM NEKTUHOM

— AKTMBHICTb Mi€fionepoKkcngasn gparoyunTis

— AKTMBHIiCTb e031MHOINbHOT Nepokcuaasn

PauioHanbHa pgiarHocTMka manoi imyHo-
fediunTHOT XBOPO6U BKIOYAE KinbKa NpUHLUK-
noBUX eTani., AKi MaloTb peanizoByBaTUCA NO-
CNiAOBHO Nif Yac 34iNCHEHHA AiarHOCTUYHOrO
NoLuyKy:

2
[

i o

1. Oi3nkanbHe oOCTeXeHHA nauieHTa AnA
OUiHKWN MOTOYHOrO CTaHy MOro 340POB’sA;

2. BuBYeHHA aHaMHe3y 3 ypaxyBaHHAM vac-
TOTW i BAXKKOCTI iHEKLiNHNX, anepriuyHnx,
iMyHO3ananbHUX, aBTOIMYHHUX i Hennac-
TUYHMX eni30giB, AKi MOXyTb 6yTK NoBs's-
3aHi 3 imyHogediunTHO XBOpO6OIO;

3. BuBueHHs nabopatopHoro ¢peHoTuny imy-
HofediLmnTy, WO NeXNTb B OCHOBI iMyHO-
nediynTHOT XBOPOOY;

4. TpoBefeHHAa audbepeHUinHOT giarHOCTW-
KU i popmMynioBaHHA KNiHIYHOrO AiarHo3y;

5. 3pincHeHHA KapioTunyBaHHA i/abo mone-
KYJAPHO-TEHETUYHOro TecTyBaHHA [AnA
ineHTUdiKauii xpoMocoMHOT abepalii, my-
Tauii abo nonimopdiamis reHis, 3 AKMM
nos'A3aHui imyHozediumnT (puc. 3).

B FATHER MOTHER RT

-
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Puc. 3. I0enmudpikauis mymauii R569W y nauieHma 3 0egpiyumom miennonepokcudasu gpazoyumis
(3a Nauseef W.M. 3i cnis.) [47]

Mepebir manux imyHomediUUTHUX XBOPOO
Henepepa6auyBaHUiA. Be3cMMNTOMHICTb MPOTArOM
nonepefHbLOro nNepiofy OHTOreHesy He rapaHTye
rnagkoro nepebiry imyHogediuuTy B noganb-
LWIOMY, TaK camo AK i BaxKKi iHeKUiliHI npoasu
Ta iIMyHO3aNeXHi YCKNafHEHHA He BKa3syloTb Ha
HEMOXNUBICTb CMOHTAHHOI abo MeauKaMeHTO3-
HO-iHOyKOBaHoI pemicii xBopobu. CnpuATnMBuiA
nepe6ir imyHoaediLuTy y poanyis He Mmoxe 6yTu
€KCTparosiboBaHui Ha NpobaHaa Yy 3B'A3Ky 3 6e3-
npeLefeHTHO BapiabenbHicTio nepebiry HaBiTb
y uneHiB ofHiei poguHu. Bigomi Bunagkn, Konm
oavH datanbHUiA enizog iHbeKUii y 3pinomy Billi
6yB €AVHUMUN NPOABOM Manoi imyHopepiLunUTHOT
xBOpo6u [40]. 3aranom, KinbkicHi popmm imyHoae-

diUMTY NPOrHOCTUYHO HECNPUATIMBILLI 33 AKICHI,
a KOMOIHOBaHi MOPYLUEHHA MaloTb HaMripLwmn
NporHo3. IMyHoaediumTn 3 WUpPoKNM AFianaso-
HOM GnyKTyaLii piBHA iMyHONOMYHOrO NOKa3HKa
3a3BMYali MatoTb Nerumii nepedir 3a iMyHHI auc-
byHKuUii 31 cTiiKum rbokrm gediumnTom neBHoro
iMyHHOrO YMHHVKa. Y AiTen rymopanbHi imyHoae-
diLUTN NpUHAMHI B NOMOBVHI BMNaAKiB 3a3Ha-
I0Tb CMOHTaHHOI KOMMeHcaLii go nybepTaTHOro
BiKy. KnitTvHHi mani imyHopediumtn xapaktepu-
3y0TbCA TPLUMM MPOrHO30M 3a ryMoparsibHi i da-
rouuTapHi, OCKiNbKN B iX KapTVHi NepeBakaloTb
BaKKi BipycHi iHdeKUii Ta Heonnasii. PisHi CD4+
T-nimpouunTie <150 KNiTMH/MN | NPUPOAHKX Kine-
piB — <100 KNiTMH/MN KPOBI € NpeanKTopamm ne-
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TaNbHOro pe3ynbTaTy Npu igionatnyHin T-KNiTH-
Hin nimdoneHii, Ak 3a3HavatoTb Régent A. 3i cnis.
[53]. He3Baxaloun Ha HaABHICTb ManoCMMMTOM-
HUx bopm, 3aranom mani imyHogediLmnTHI XxBopo-
61 acouinoBaHi 3i CKOPOUYEHHAM TEPMIHY »KUTTA
noanHu. Tak, B HewwoaaBHbOMY NOMNynALiHOMY
KOropTHOMY JOChiAXeHHi 3a yyacTio 2 495 naui-
€HTIB 3 TOTaNbHUM AedilyTtom IgA i 24 509 ocib 3a-
rasibHOI NONynALi NOKa3aHWA NiABNULLEHNI PU3NK
cMepTi nauieHta npotarom nepwwux 10-15 pokis
nicnA NOCTaHOBKM fiarHo3y AaHoi imyHopediuut-
HOT xBOpoou [45].

Moaundikalia cnocoby XuTTa Ta CUMMTO-
MaTMyHe NiKyBaHHA CYNyTHIX MPOABIB, TaKuXx
AK TpuBoOra, genpecia abo iHCOMHIf, MOXyTb
CYTTEBO NOKPALUTUN AKICTb XUTTA NaLi€HTIB 3
Manumm imyHogediunTHUMU XBopobamu, AK No-
Kasanu Jorgensen G.H. 3i cniB. y KOHTponboBa-
HOMY [OOCRIIXEHHI Ha NpuUKnagi i301b0BaHOro
nediunty IgA 'y niogei [38]. MNpodinaktnyHa abo
eni3oAnyHa aHTNBIOTNKOTepanisa 3aCTOCOBYETb-
CA ANA nonepemkeHHA abo nikyBaHHA enisopis
6akTepianbHNX iHeKLi B iMyHOCKOMNPOMETO-
BaHMX nauieHTiB. Mpw po3BUTKY BipyCHUX i rpn6b-
KOBMX iHOEKUIN npur3HayalTbCA aHTUBIPYCHI
npenapaTun Ta aHTUMIKOTUKM 3rigHO 3 npodinem
YYTNIMBOCTI BUABJIEHMX MIKPOOPraHi3miB. AK Bu-
[a€ETbCA OUYEeBMAHNM, CTpaTeria aHTUMIKPOOHOT
XimioTepanii He BMMBAE HaNeXHUM YMHOM Ha
PV3UK PO3BUTKY anepriyHux, aBTOIMyHHUX Ta
HennacTUYHMX ycknagHeHb. [NoBTOpHa BaKkuu-
Hauis 23-BafeHTHOK KOH'IOrOBAHOW aHTUMHe-
BMOKOKOBOIO BaKLMHOK Ta HEKOH'IOroBaHOlo
BaKLMHOW NpoTu remodinbHOI Nannuku 3acTo-
COBYETbCA NpW i30n1boBaHOMY fediuunTi cneym-
biuHNMX aHTUNONICaxapugHux aHTuTin [62]. Mpe-
napat OM-85 BV (6poHx0-BakcoM) MpOMLIOB
Kinbka KOHTpOnboBaHUX BUNpobyBaHb AK 3acid
3MeHLUEeHHA YacToTh iHeKUiiHMX eni3ofiB y
nauieHTiB i3 i3onboBaHMMK pediuntamn IgA i
cy6knacis I1gG [34].

MauieHTam 3 Baxkkummn Gopmamu iMyHo-
pediunTiB, y AKUX He BAAETbCA 3HM3UTM yac-
TOTY iHbeKUinHuX enisopiB 3a JONOMOrow
cTpaTerii aHTUMIKPOOHOrO NiKyBaHHA, foLinb-
HO 3acTocoByBaTV 6a3MCHY iMyHOTepanito 3rig-
HO 3 pe3ynbTaTamu KAiHIYHMX NOBiAOMAEHD i
KOHTPOMbOBaHNX BUMPO6GYBaHb. [lepeBaroto
iMmyHOTepanii € He TifIbKU CUCTEMHWI BMAINB Ha

iHpeKUiHMI Npouec, ogHaK i 3aaTHICTb gono-
MaraTu Npu anepriyHnx, aBTOIMyHHUX Ta Heon-
NAaCTUYHUX YCKNAAHEHHSAX iMyHoOeiLnTy.
Mpu rymopanbHux imyHogediumTax Yy
AKocTi 6a3ncHOT iMyHOTepanii 3aCTOCOBYOTbCA
npenapat HOpManbHOro B/B iMyHOrNO6YyniHY
nmoguHu. Mig yac ¢a3m HacMueHHA iMyHorno-
6yniH BBOAATb Yy cepepHin fosi 600-800 mr/
Kr/mic, a B pa3sy nigTpumytouoi Tepanii — 200-
400 mr/Kr/mic nig KOHTposiem pesynbTaTiB BU-
MipIOBaHHA CMPOBATKOBUX KOHLEHTpaLin imy-
Horno6yniis [6, 50, 57] (pwuc. 4, 5).

lgG2
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2500
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Time after infusion of 1VIG

Puc. 4. 3pocmaHH#A cuposamkosoi KoHueHmpauil
1gG2 y nauieHma 3 degpiyumom yvo2o cybknacy IgGg
nicns nepwoi (CyuinobHa ninis) i Opyzoi (nyHkmup)
iHeby3ii 8/8 imyHo2n06yniry (3a Chou C.C. 3i cnis.) [4]

Y pasi HenepeHOCMMOCTi B/B iMyHOrnobyni-
HY AK BMKJIIOUYEHHA 3 NPaBWi MOXKHA 3aCTOCOBY-
BaTV npenapat 10% B/m imyHOrnobyniHy B Ao3i
25-50 mr/kr/TwkpeHb [57]. MNpenapaT Hopmanb-
HOro iMyHoOrnobyniHy ntoguHu, 36arayeHoro
monekynamu IgA Ta IgM, moke 3acTocoByBaTUCA
npw nikyBaHHi i301boBaHKX AediuuTiB 3a3Haue-
HMX KraciB iMyHOrnobyniHis, ogHak Aoka3oBa
6a3a epeKTUBHOCTI fJaHOro fikapcbKoro 3acoby
obMeXeHa MOBIAOMJIEHHAMM NPO KNiHiYHI BU-
nafKku i pesynbrataMy HEBENIMKMX KOHTPONIbOBa-
HUX BUNpPOOyBaHb [7, 32]. Hapasi nokasaHo, wo
imyHornobyniHotepania — 6inblue, HiX NpPocTo
3aMicHe niKyBaHHA Npu rymopasnbHUX iMyHofe-
diymnTax, ockinbkn npenapaty imyHornobyniHis
3[aTHi MOAyNoBaTK aHTUTINOreHes Yepes BNANB
Ha Fc-peuenTtopun B-nimpouwmTie [20], a Takox
npurHivysaTty anepriyHi [51], aBToiMyHHi [21] i
HaBiTb HennacTuyHi [28] ycknagHeHHs, nos'A3aHi
3 iIMyHHOI0 ANCOYHKLE.
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Puc. 5. YcyHeHHA nposgie 0806i4H020 iHMepcmuyitiHo2o nHeamMoHimy EBV-emionoeii 3a 0aHumu
peHmeaeHo2pamu op2aHia 2pyoHOI KIIMUHU y OUMUHU 3 Nep8UHHUM momasnbHUM degiyumom IgE nicna
npogedeHHsA 3amicHOI 8/8 imyHo2/106yniHomepanii (3nisa — 0o mepanii, cnpasa — nicns;
ss1acHe cnocmepexeHHs) [18]

Mpwu gediynTi MaHHO303B'A3YIOYOrO NEKTU-
HY, TaK camMo fK i Npwn gediynTax 6inkis cuctemn
kommnniemeHTy C1-C9, 3acTOCOBYIOTb NpenapaTu
CBiXe3aMOpOKeHOoi NnasMu KpoBi Bif CyMiCHO-
ro QOHopa B/B KpamanHHO B Ao3i 10-15 mn/Kr
1 pa3 Ha 2 TUXKHIi, OCKiIbKM Y cupoBaTLi KpOoBi
3[0POBUX JIIOAEN MICTATLCA HEOOXiAHI YNHHMKN
iMyHiTeTYy B pocTaTHin KinbkocTi [14]. Mpena-
paT NPUPOAHOTO i PEKOMOBIHAHTHOrO MaHHO-
303B'A3y0YOro 6ifIKy Hapasi ycnilwHO NPoNLWIN
KiflbKa KOHTPOJIbOBaHMNX BUNPOOYBaHb Npu Big-
noBigHoMy iMyHoaediLuTi i MOXYTb MaTU nepe-
Bary nepep nyiasmolo KpoBi 3aBAAKM GiNbLuii
BMOipKOBOCTI Aii Ta KpaLlilt nepeHocmocTi [30].

Mpu KNiTMHHUX iMyHopediUNTax y AKOCTI
6a3ncHOI iMyHOTepanii 3aCTOCOBYIOTb Npena-

paTy UWTOKIHIB — NpupoaHux, nimpobnacto-
iBHWX | peKoMBiHaHTHUX iHTepdepoHiB-anbda,
-6eTa Ta -raMma, a TakoX — PEeKOMOIHAHTHUX
iHTepnenkiHis-2 i -7 noguum [9, 11, 12, 19].
IMyHOTEepaneBTUYHUI areHT TUMO3WH-anbdal
nenTMAHOI NMPUPOAU YCMIlHO MPONWOB K-
HiuHi BUNpoOyBaHHA npu igionatnyHin CD4+
T-KniTMHHIN nimboneHii [56] Ta i3onboBaHOMY
fediunti npupogHmx KinepHnx T-knituH [60]
y niogen. HewogaBHO My NPOAEMOHCTPYBanm
Yy KOHTPONbOBaHOMY AOCAIAXEHHI OYeBUAHY
KOpUCTb BiA [AOBroTpuBasnoi 6Ge3nepepBHOI
iMmyHomogyniotouoi Tepanii peKoMbOiHaHTHUM
iHTeppepoHoM-ramma npu aediyunTi mienone-
pokcrpasu paroumTis (puc. 6) [16].

Puc. 6. Piske 3meHweHHA MP-npossie mynsmugokanbHozo nelikoeHuepanimy HHV-6-emionoeii'y
nauieHma 3 nepsuHHUM Oegiyumom mieionepokcudasu Ha mii imyHomepanii pekoMbiHaHMHUM 2aMMa-
iHmepgepoHom (3niga — do mepanii, cnpasa - nicna; 8nacHe cnocmepexeHHs) [16]
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Y pa3i nepBUHHUX HENTPONEHIN y AKOCTI
6a3nCHNX IMyHOTEpaneBTUYHUX areHTiB npu-
3HayalTb NpenapaT PeKOMOIHAHTHUX FPaHy-
NOUMUTapPHOrO i rpaHynoyMTapHO-MOHOLMTap-
HOTO KOJOHIECTUMYIOIOUMX YMHHUKIB Yy A03i
5-10 mKr/kr macu Tina n/wk, B/m abo B/B Kpa-
NAVHHO Bif 3 pasiB Ha 1 TXKAeHb [0 2 pa3iB Ha
1 micAub 3anexHo Bif Ba)KKOCTi HeWTpomneHil
nig KOHTponemM pe3ynbraTiB BUMipIOBaHHA ab-
CONMOTHOIO BMICTY HeNTpodinbHUX rpaHyno-
uuTiB y nepudepuryHin Kposi nauieHTa [10, 44].

Byno 3milNcHeHo Kinbka ycniwHux cnpo6
nepecajkm anoreHHoro KiCTKOBOrO MO3KY
nauieHTam 3 BaXkKuMu ¢opmamu igionatnu-
HOT CD4+ T-knituHHOI nimdoneHii, aediuntis
npupoaHux Kinepis, IgA Ta cybknacis IgG,

wo 3abe3neuyBano MOBHe BiAHOBMEHHA iMy-
HonoriyHoro ¢eHotuny. Tak, Suga S. 3i cnis.
noBigoMUAN NMPO yCniWwHy nepecagky KiCTKo-
BOrO MO3KY 8-piYHOMY XJIOMUUKY 3 BaKKUM
fediymtom IgG1 Big HLA-igeHTMYHOI MLC-He-
raTMBHOI CECTPU, OCKINbKU Hi NpodinakTnyHa
aHTMbioTMKOTepania, Hi B/B iMyHOrnobyniH He
3MEHLUUAY YacTOTY iHPeKLinHMX eni3ogi.. MMic-
NA TpaHCcnnaHTauii Big3Hayanocsa BigHOBNEH-
HA CMPOBATKOBOI KOHUeHTpauii IgG1 i noBHa
KomneHcauia KniHiyHoro cratycy [59]. OgHak
BiAOMi BMNaAKM HeOUiKyBaHOro nepeHeceHHs
manoi imyHopediunTHOI xBopoby peuunnieHTy
Bil JOHOPA, WO BKa3lye Ha HeobXigHiCTb pe-
TeNbHOro iMyHOJIOTiIYHOIro 06CTEXEHHA OCTaH-
HbOro Nepeg TpaHcnnaHTauieto [32].
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PE3IOME

OVATHOCTUKA U NEYEHWE MEPBUYHBIX
MWUHOPHbIX UMMYHOAE®OULIUTOB Y
MALUEHTOB C PELIMAVBUPYIOLMMM

YPOTEHUTAJIbHBIMU UHOEKLIMAMU U
NMMYHO3ABUCUMbIMU BECMIJIOAVNEM

Manbues [.B.
HNW 5KM HayuoHanbHo20 MeduyuHCKo20
yHusepcumema umexu A.A. boecomosneya

Ha 0aHHbIl MOMeHm B8bIACHEHO, YMO y nayu-
€HMo8 C ynopHO peyuousupyoWUMU YpO2eHuU-
ManbHLIMU UHEKYUAMU, 8bI38AGHHBIMU YCII08HO
namozeHHoU u onnopmyHucmu4eckol MUKpo-
¢nopol, ommeyaemca cocmosHue UMMYHOCY-
npeccuu. Co8OKYNHbIl aGHANU3 U3BECMHbIX Ya-
cmom pacnpocmpaHeHHocmu 30 U38eCMHbIX
HblIHEe MasblX UMMYHHbIX OUCyHKUYUU Yesogeka
no3gonfgem coeniame 861800, YMO No KpatiHeli
mepe 20% npedcmasumernel cospemeHHoU no-
nynayuu (mo ecme Kaxobil nAMeIl Yyesnosek) no-
paxeHbl Xoms 6bl 0OHUM Nep8UYHbIM MUHOPHbLIM
ummyHoOegpuyumom. 3mo  npomusopedum
YCMOABWUMCS, 0OHAKO OWUBOYHLIM 832/190aM
OMHOCUMENIbHO papumemHOCMU  NepauUYHbIX
ummyHodegpuyumos y nwodel. [losmomy oua-
2HOCMUKA NepeuYHbIX MUHOPHbIX UMMYHOOe@u-
yumos 00/IXHa 6bimb HeomwemIeMbiM KOMNO-
HeHMoMm cogpemMeHHOU pymuHHOU MeOUYUHCKOU
NPAaKmMuKu cneyuanucmos pdsauyHo2o0 npogu-
8. B 0aHHoU cmamee npusedeHa Kaaccugu-
Kayus MUHOPHbIX NepauYHbIX UMMYHOoOedpuyu-
moe 4esio8exd, paccMompeHbl pazudus Mexoy
60/16WUMU U MAJTBIMU UMMYHHbIMU OUCYHKYU-
AMU, @ MAKxe — paccMompeH ana2o0pumm Ksu-
Huyeckol OUAZHOCMUKU NepeuYHbIX MUHOPHBIX
UMMYHOOeduyumMo8 U cospemMeHHble NOOX00bI
K Jie4eHuto. BoisgneHue 2eHemuyecku demepmu-
HupogaHHoU 60s1e3HU UMMYHHOU cucmemel He
MoJIbKO MOoXem 06BACHUMb aMUNUYHOe meye-
Hue yC/108HO NAMO2eHHbIX UIU ONNOPMYHUCMU-
YecKux UH@eKkyul ypo2eHUmMasnbHo20 mpakma
U CHUXeHUA (hepmusibHOCMU, OOHAKO U MOXem
OMKpbIMb NyMb K HA3HA4YeHUto dopecHol ummy-
Homepanuu, HanpassieHHOU HA KOMNeHCayuwo
NPUYUHHO20 UMMyHOOeguyuma. 3mo Moxem
8blgecmu  3(hheKkmusHOCMb  NPUMEHAEMbIX
mepanesmuyeckux emewamesbCMe HA Kade-
CMBeHHO HoB8bIl yposeHb, paspewius daxe ms-
XKeJlble KITUHUYecKue npobaemei.

Kniouesvie cnoea: ummyHomepanus, UMMY-
HONpO@UIGKMUKAd, UMMYHOOUd2HOCMUKA, 8/8
UMMYHO27106Y/TUH, UUMOKUHOMepanus, mpaHc-
NIaHMayus KOCMHo20 Mo32a.

SUMMARY

DIAGNOSIS AND TREATMENT OF PRIMARY
MINOR IMMUNODEFICIENCIES IN PATIENTS
WITH RECURRENT UROGENITAL INFECTIONS
AND IMMUNE-DEPENDENT INFERTILITY

Maltsev D.
ECM Research Institute of the O. Bogomolets Nation-
al Medical University

It has now been established that immunosuppres-
sive status is observed in patients with recurrent
urogenital infections caused by opportunistic and
low virulent microflora. A pooled analysis of the
known prevalence rates of the 30 currently known
mild human immune dysfunctions suggests that
at least 20% of the current population (in one in
five people) is currently affected by at least one
primary minor immunodeficiency. This contra-
dicts the established but erroneous view of the
rarity of primary immunodeficiencies in humans.
Therefore, the diagnosis of primary minor immu-
nodeficiencies should be an integral part of mod-
ern routine medical practice of specialists in vari-
ous fields. This article presents the classification of
minor primary human immunodeficiencies, con-
siders the differences between major and minor
immune dysfunctions, as well as the algorithm of
clinical diagnosis of primary minor immunodefi-
ciencies and modern approaches to treatment.
Detection of genetically determined disease of the
immune system can not only explain the atypical
course of opportunistic or low virulent infections
of the urogenital tract and reduced fertility, but
can also open the way to the appointment of
targeted immunotherapy to compensate for the
causative immunodeficiency. This can take the
effectiveness of the applied interventions to a
qualitatively new level, solving even severe clinical
problems.

Key words: immunotherapy, immunoprophy-
laxis, immunodiagnostics, intravenous immuno-
globulin, cytokine therapy, bone marrow trans-
plantation.
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