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Crkiaag MyJbTHAUCHUILIIHAPHOI Po004Y0i rpynu 3 ONPAlIOBAHHA

KJIIHIYHOI HACTAHOBH

Kyzin Irop
Bomogumuposuu

Yo’ sk Banentrnna
Bonoaumupisna

Jlimyk-SxuMoBUY
XpHUCTHHA
OnexcanapiBHa
CrenaHoBChKUI
FOpiit CremanoBuy

Ximiu TersHa
OpiiBHa

[TamkoBcrkU
Bangum IBanoBuu

JlockyToB Oner
AHaTONINOBUY

Bosoxa Ama
[TerpiBHa

bonnapenko
Amnacracis
BanepiiBna
3abonotHa JliaHa
JimutpiBHA

Kmumenko Cepriit
BikTopoBuu

3aCTynNHUK MIiHICTpa OXOpPOHHM 370pOB’d YKpaiHu -
['onoBHMIT nep:kaBHUI caHITapHUH JiKap YKpaiHu, roiosa
poOouoi rpyny;

3aBiyBad Kadeapu KIIHIYHOI IMYHOJIOTIi Ta aleproJiorii
JIbBIBCBKOTO HAIIOHAIBHOTO MEIMYHOTO YHIBEPCUTETY
imeH1 [lanuna [anuupkoro, 3acTymHUK TOJOBH POOOUOi
IpyNu 3 KIHIYHUX MUTaHb,

JOLIEHT Kadeapu KIIHIYHOI IMYHOJIOTII Ta ayeprojorii
JIbBIBCHKOTO HALIOHAJIBHOTO MEAUYHOIO YHIBEPCUTETY
imeH1 Jlanuna I"anuipkoro;

JOLIeHT Kadeapu meaiaTpii, IMyHOJNOT1, 1HQEKIIHHUX Ta
PIAKICHUX 3aXBOplOBaHb, K.Mea.H. Menuuna Illkona
MixHApOHOTO €BpornencrKoro VYHiBepcurery,
BuxonaBumnii gupextop 'O "Bceykpaincbka acoriaris
JTUTSAYOT IMYHOJTOTIT";

JOLIEHT KadeIpu MPOIeNeBTUKN BHYTPIIIHbOI MEIUIIUHU
Ne2 Ta wmencectpuHcTBa XapKiBCHKOTO HAalllOHAJIBHOIO
MEANYHOTO YHIBEPCUTETY,

3aBigyBay BiAAUICHHS HEBpoJiorii Ne 1 KOMyHalbHOTO
nignpueMcTBa  «/[HimporeTpoBchbka oOacHa KIIIHIYHA
nikapas imeHi [.I. MeynukoBay (3a 3rozi010);

3aBigyBay Kadeapu aHecTe310/10rii Ta IHTEHCHUBHOI Teparrii
HamionanbHOro yHIBEpCHUTETY 0XOpOHH 310poB's iM. I1. JI.
[Iynuxka,;

3aBigyBay Kadenpu JUTIYMX 1HGEKIIH Ta JUTAYOl
imyHosiorii  HarioHaapHOTO ~ YHIBEPCHUTETY  OXOPOHH
3nopoB’a Ykpainu im. [1JI. lynuka;

3aBigyBau kadeapu neaiaTpii, iIMyHoIOr1i, iIHPEKIiHHNX Ta
PIAKICHUX 3aXBOPIOBaHb CBPOIMEUCHKOT MEAMYHOI MIKOIH
MiKHapOIHOTO €BPOTIEHCHKOTO YHIBEPCUTETY,

KEepPIBHHUK BIIJIUTYy PUHOJOTII Ta aneproiorii Jep>KaBHOi
yctaHoBu «lHCTHTYT OTOmapuuromyorii imeni mpod. O.C.
Konowmitiuenka HarioHanbHOi akagemMii MEIUYHMX HayK
VYkpainu» (3a 3rofoo);

KEpIBHUK Heuntpy reMaToJIOoT i, ximioTeparnii
reMo0JacTo3iB Ta TpaHCIUIAHTAIlll KICTKOBOTO MO3KY,
KkiHIgHOT JikapHi «®Deodanis» Jlep:kaBHOTO yIpaBiIiHHS
cripaBaMH, 3aBimyBau Kadeapu KIIHIYHOT J1abOpaTOPHOI
niarHocTUKA — HarioHanmbHOTO — yHIBEPCHUTETY  OXOPOHH
3nopoB’st Ykpainu M. [1JI. [lynuka;
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npodecop kadeapu KIIHIYHOI IMYHOJOTII Ta ajaeprojorii
JIbBIBCHKOTO HAIIOHAJIBHOTO MEIMYHOTO YHIBEPCUTETY
iMeH1 Jlanuna ["anuipKoro;

npodecop kadeapu KIIHIYHOI IMYHOJIOTIT Ta aaeprojorii
JIbBIBCBKOTO HAIIOHAJIBHOTO MEIMYHOTO YHIBEPCUTETY
iMeH1 Jlanuna [aaunpbkoro, KEpiBHUK KIIHIKKA JUTSIYO1
IMyHOJIOT1i  Ta  peBMaToJorii  3aXiIHOYKPaiHChKOIO
CIIEL1aII30BAHOT0 IUTSYOT0 MEAUYHOTO IIEHTPY;
npodecop kadeapu CciMEHHOT MEIUIIMHM, Teparii,
KapAloJiorii Ta HeBpoJsorii 3amopi3bKoro Jep:KaBHOIO
MEIUYHOTO YHIBEPCUTETY;

MeToponoriuynuii cynpoBia Ta ingopmaniiine 3a0e3ne4eHHs

I'ynenko OkcaHa
IBaniBHA

[Mnnkiga Onena
OnekcanapiBHa,

HaYaJIbHUK BIAUTY CTaHIapTH3aIlli MEIUYHOI JOTOMOTHU
HepxxaBHoro mianpueMcTBa «JlepkaBHMI eKCHIEpTHUI
1neHTp MiHICTepcTBa OXOpPOHM 3JIOPOB’S  YKpaiHW»,
3aCTYMMHUK TOJIOBU POOOYOi TPYyNmU 3 METO0JIOTIIYHOTO
CYIpPOBOJLY;

3aCTYNMHUK HadaJlbHUKA BIAUTY CTaHAApTH3aIll MEIUIHOT
normomMord  JlepskaBHOro — miampueMcTBa «/lepkaBHUIMA
EKCIIEpTHUM TIeHTp MIiHICTepCcTBa OXOPOHHU  370pOB’S
Ykpainm».

EnexTponHy Bepcito JOKYMEHTAa MOKHA 3aBAHTAXKUTH 3 O(DIIIHHOTO CAaUTy
MinicTepcTBa 0XOpoHU 3710poB’ s Ykpainu (http://www.moz.gov.ua) Ta 3 Peectpy
MEIMKO-TEXHOJIOTTYHUX JOKYMEHTIB 31 CTaHIApTHU3AIlll MEIUIHOT JOTIOMOTH, 1110
po3minieHuit Ha caiiti JlepskaBHoro excriepTHoro nentpy MO3 Ykpainu
(https://www.dec.gov.ua/mtd/home/).

Jep:xxaBHmnii excrneprHuii neHTp MiHicTepcTBa OXOPOHH 310pPOB’s

YKpaiHu € 4JIeHOM

Guidelines International Network ‘@sinfqﬁ
A %’
(MixxHapoaHa Mepexa HaCTaHOB) -'g. . 5
; [~
' >
. S
*"lﬂm 1 e
Penenszenrn:

lNocnogapcekuii  3aBigyBau Kadeapw BHIINOI MEJICECTPUHCHKOI  OCBITH,
Irop JOTJISAlY 38 XBOPUMM 1 KJIIHIYHOI IMyHOJIOT'11, aJIeproJjorii Ta
SApocnaBoBuy 3arajibHOro  JOTJIsily 32 XBOPUMHU  TepHONUIbCHKOIO

HalllOHAJLHOTO MeAUWYHOro yHiBepcurery imeHi [ Sl
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I'op6GaueBchbkoTO, 1.MEI.H., Tpodecop.

KoBane T'anmna mnpodecop kadenpu KIiHIYHOI IMYHOJIOTI, aleproyiorii ta
JlanuniBHa €HJOKpHUHONOr1i BYKOBHMHCBKOTrO J€p:KaBHOTO MEIHYHOTO
YHIBEpPCUTETY, A.MEA.H., Ipodecop.

Ieperasia KIiHIYHOI HACTAHOBHM 3aIVIAHOBAHO Ha 2028 pik
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IlepeamMoBa MyJIbTHAMCHHUILIIHAPHOI PO00Y0I rpyIH

Jlana xniniyuna nacmanosa (KH) «3acanvhuii eapiabenvruii iMyHooe@iyum»
po3pobrena 8i0nogiono 00 Memoouku po3podKu ma 8NPOBAONCEHH MEOUYHUX
cmanoapmié  MeOuuHoi  0onomo2u  HA  3acadax — O0KA3080i  MeOUuyuHu,
3ameepodicenoi naxazom MO3 Vkpainu 6io 28.09.2012 Ne 751 «llpo cmeoperHs.
ma 6npoBaod’CeHHss MeOUKO-MeXHOJI02IUHUX OOKYMeHmie 31 cmaHoapmu3ayii
MeOuyHoi donomozu 6 cucmemi Minicmepcmea oxopoHu 300po8’s Yxpainuy,
3apeecmposanum 8 Minicmepcmai tocmuyii Yrpainu 29.11.2012 3a Ne 2001/22313
(3i 3MiHaAMU) ma aoanmogaua Ojisi CUCmeMu OXOPOHU 30008 51 YKpainu Ha OCHOBI
kniniunoi nacmanosu Treatment and management of primary antibody
deficiency: German interdisciplinary evidence-based consensus guideline (2020)
https://onlinelibrary.wiley.com/doi/epdf/10.1002/e{i.202048713

Aoanmayis KH nepeobauana enecenms 6 He3MIHHUL MEKCM OPUSIHATbHOT
HACMAaHo8U KOMEHMAapie poboyoi epynu, y AKUX 6i000paANCEHO MONCIUBICND
BUKOHAHHS MUX YU [HUWUX NONOJNHCEHb KIIHIYHOI HACMAHOBU 6 peabHUX YMOBAaX
BIMUUZHAHOI CUCMEMU OXOPOHU 300pP08°S, OOCMYNHICMb MeOUYHUX BMPYYAHD,
HaseHicmb peecmpayii 8 Ykpaini nikapcvkux 3aco0is, wo 3a3Ha4eHi 68 KIIHIYHiU
HACMAHOBI, BIONOBIOHICMb HOPMAMUBHIU 0a3i w000 opeanizayii HAOAHHA
MeOUUHOI 00NOMO2U.

KH «3aeanvnuii  sapiabenvhuii  iMynooe@iyumy ye peKoMeHOayiuHull
OOKYMEHM 3 HAUKpawoi MeOudHoi Npakmuku, He NOBUHHA PO3YIHIOBAMUCA K
cmanoapm MmeouyHo2o nikyeanHsa. [lompumanns nonodcenv KH me eapammye
VCNIWHO020 JIIKYBAHHA Y KOHKPEMHOMY GUNAOKY, ii He MOJNCHA pPO3210amu sK
NOCIOHUK, WO BKIOUAE YCi HeOOXIOHI Memoou OiacHOCMUKU ma J1iKY8aHHSA a00
suxmouae inwi. Hacmanosu e 8iOMIiHAIOMb [HOUBIOYAILHOI BION0BIOANILHOCI
cneyianicmis 3 0XOpoHu 300p08 s 3a NPUUHAIMMSL HAJIEHCHUX PiUleHb 8I0N0BIOHO 00
obcmasun ma cmany KoHkpemnozco nayieuma. Cneyianicm 3 OXOpOHU 300pP08 5
MaKkodic B8IiON0BI0AE 3a NepesipKy Npasul ma HNON0NHCEHb, 3ACMOCOBAHUX OO
JUKApCobKux 3acobié ma MeOuyHuUx 6upooie, YUHHUX HA MOMEHM NPUSHAYEHHS
MaKux MeOudHUxX mexHoa02ill.

Ocmamoune piuleHHss CMOCOBHO 8UOOPY KOHKPEmHOI KIIHIYHOI npoyedypu
abo naamy niKy8aHHs NOBUHEH NPUUMAmMU JIKAp 3 YPAaxXy8aHHAM KIIHIYHO20 CIMAH)
nayienma, Mmodcaugocmeti 01 NpoeedeHHs OiAeHOCMUKYU mMa JIiKV8AHHA Y
KOHKDEemMHOMY 3aK1a0i OXOPOHU 300P08 5.
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Treatment and management of primary antibody deficiency: German
interdisciplinary evidence-based consensus guideline (2020)

EINIAEMIOJIOI'TA 3AT'AJIBHOI'O BAPIABEJIBHOI'O
IMYHOIAE®IIIUTY

Ilet Oa3oBanuii Ha [JOKAa30Bi MEIUIIMHI KIIHIYHUM TraiyilaiiH Hajae
KOHCEHCYCHI peKOMeHJalli [MIoAO0 JIKyBaHHS Ta JOINIANy 3a HalleHTaMu 3
nepBuHHUMU nedinuramu antutin (IIJJA — PADs). I'pyna raiignaiiny Bkitouasna
20 KJIIHIYHUX Ta HAyKOBUX AacoIlialliii eKCIepTIB 3 CHUCTEM OXOPOHH 3/10pOB’s
Himeuunnu, [IBeiinapii Ta ABCTpii Ta NpeACTaBHUKIB TallieHTIB. PexomeHnarii
0a3yl0ThCSl HA Pe3yJibTaTaX CUCTEMATU30BAHOIO JITEPATypPHOIrO MOIIYKY, BUOIPKH
JAHUX Ta OI[IHKM METOOJIOTIi 1 SKOCTI MOCHIIKeHb Y KOMOIHAIl 3 KIIHIYHOIO
eKCIEePTU30I0  BIJMOBINAJILHUX MpEJACTaBHUKIB. ba3oBaHi Ha KOHCEHCYCI
pexomeHpanii Oynau BU3HAYEHI 4Yepe3 HOMIHaJbHI TpynoBi TexHiku. [IJIA €
HaWOUIBIIO  KJIIHIYHO 3HAYYIIOK TPYNOK TEPBUHHUX IMYHOJE(ILHUTIB.
binpuricte namientiB 3 [1JJA mposiBisiiOTH MiIBUILEHY CXHJIBHICTH 10 1H(EKIIH,
Xo4ya IMYHHA JU3PEryJsilis, ayTOIMYHITET 1 paK Bpa)kaloTh 3HAYHY KUIBKICTh
NaIie€HTIB 1 MOXYTh mnepeayBaTu iHQekiisM. llel radgnaliH TakuM YHHOM
NOKPUBAE MIUKIUCIMIUIIHAPHI Ta TEpaneBTUYHI acneKTd iH(eKuii (Hanmpukiai,
npoIaKTUKY aHTUOIOTMKAMH, BeJeHHsS OpoHXOeKTa3iB) 1 HelHpeKIiHHnX
MaHiecTariii (HampuKIaa, BEACHHS TPaHYJIEMaTO3HOI XBOpOOH, IMYHHHX
mutoneniit). [1JA po3nmoauisioThCS Ha TPYyNU 3aXBOPIOBaHb 3 BH3HAYEHOIO,
BIPOT1IHOI0, MOXKJIMBOIO 200 MaJjo BipOT1IHOI KOPHUCHICTIO Teparii 3aMillleHHIM
iMmyHOTTIOOY iHY. TTiACYyMOK 1 KOHCEHCYCHI peKOMeHAaIlli Ha/laHl 1010 MOKa3aHb
710 JIIKYBaHHS, JO3YBaHHS, NUISXY BBEJCHHS Ta MoOIYHUX edekTiB 3amicHOi Ig-
teparii. CrieniaiapHi aCTeKTH CYMyTHBO1T opyIieHoi PyHkiii T-KIITHH BUCBITIICHI,
TaK caMO SK 1 KIIHIYHI JaHI OKPEeMHUX MOHOTCHHUX BPOKEHUX Je(PEKTIB
iMyHiTeTy, paHime kinacudikoanux sik [IAJl (APDS, CTLA-4- i LRBA-gedinur).

BBenenus

Mixuapoana cmijka imyHosoriuaux toBapuctB (IUIS) mepepaxoBye mecsTh
rpyn 1 416 moHoreHeTnyHHX nepBUHHUX iMmyHoxedinuTiB (I1I[1)/Bpomkennx
noMmwiok iMyHiTeTy (Tabmums 1). IlepeBaknmii nedimuT aHTUTLI XapaKTepU3ye
HaiOuTbIy Tpymny (rpyna 3). Jlo Toro x nedinut aHTUTLUT Ma€ KIIHIYHE 3HAYCHHS
y Oaratbox inmux IIIJ[. [lanuii raitnnaiin (okycyeThbcsi Ha 3aXBOPIOBAHHAX 3
rpynu 3 IUIS, omnak icHyroTh mnepekputts 3 iHmmmu [IIJI, ocobmuBo 3
KOMOIHOBaHUM IMYHOAC(IIIUTOM Ta MOHOTEHHHMHU pO3JTaJaMH, SIKi paHilie
BITHOCWJIMCH JIO 3arajbHOTO BapiabenbHOr0 IMyHOAShINUTY (HATPUKIIAI, CHHIPOM
axtusarii PI3KCD (APDS), CTLA-4-nedimut Ta LRBA-nedinur). Lleit ravigiaitn
HE MOKpWBa€e BTOpUHHI aedinutu aHnTuTin. Ilamientn 3 ngedinmuramMmm aHTHUTII
MOSIBJISIOTh MIJABUIIEHY CXWIBHICTh N0 1H(EKId, $SKi BpakaloTh IEPEBAXKHO
pecripaTopHuil Ta racTpo-iHTECTUHAIbHUM TpakT. OaHak, 1HQEKIii MOXYyTh abo
He OyTu mepimumu, abo He OyTH MPOBIAHUMH KIIHIYHMMHU cUMITOMaMu. IMyHHa
IU3PETYIIALisl, ayTOIMYHITET Ta pak Bpa)xae 3HayHy YacTUHY TMAIlIEHTIB,
HaNpPUKJIIAJl BKJIIOYA€E IMyHHY ULHUTOIEHIt0, JdiMmdonpoiidepanito  ado
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rpaHyjeMaTo3Hl 3axBOproBaHHs [6]. Takum uuHOM, 1€l TraljiailH MOKpUBaE
acnexktn 3amimieHHd [gG Tak caMO $SK 1 MOHITOPUMHI Ta JIKYBaHHA «HE-
1HpeKIITHNX» MaHidecTallii.

Ta6muua 1. Bpomxeni nomunku iMmyHiTeTy: oHOBIeHHA 2019 poky
Knacudikarii IUIS 3a ¢penorunom (aganrosano 3a (1))

L. ImyHOAEDIINTH, 110 BPaKalOTh KIITUHHHUA Ta TyMOpajlbHUN
IMYHITET

II. KomoinoBani imynoxedinutu (CID) 3 acouilioBanuMu abo
CUHAPOMATIBLHUMU PUCAMHU

II1. [lepeBaxaroui 1eiUTH aHTUTLI

IV. XBOpoOU IMYHHOT IU3PETYIIALIT

V. Bpomxeni gedexru paronutis

VL JledekTu BHYTPIIIHBOT'O Ha HAIBHOTO IMYHITETY

VIIL ABTO3ananbH1 po3naau

VIIIL. JlepimTi KOMIUIEMEHTY

IX. KicTkoBO-MO3K0OBa HEQOCTATHICTH

X. ®denoxomii ITI]]

Metoau

JlitepaTypHauii momyk OyB 3amouyaTkoBaHui (mata momyky: 31.05.2018) y
PUBMED (http://www.ncbi.nlm.nih.gov/pubmed/) 3 BuKOpHCTaHHAM TEpPMIHIB
MeSH 1 ki1r040BHX CITIB II0JI0 HACTYITHUX BU3HAUCHbD:

1. BuxopucrtanHs 3aMmicHOT Teparmii IMYHOIJIOOYJIIHOM TIpH
NEePBUHHOMY J1e(PIIIUTI aHTUTLIT

2. ImyHHa 1TUTOTICHIS

3. I'pamynemaro3Ha xBopoOa BKIIOYHO 3 IHTEHCTHIIIATBHOIO
XBOPOOOIO JIETeHb

4,  APDS I/ll, nedinur CTLA4, nepinutr LRBA

5.  bponxoexrasu

bineme nperanmeét momo cTparterii momyky mnokazaHo y Ilimrpumytodii
iHpopmartii (M1). KinbkicTe 3anuciB Ta BKIIOYEHI MUTYBAaHHS TMPEICTABICHI Yy
[TinTpumyrodiii iHpopmartii Tabmui M2.

Le#t MDKIUCUUIUTIHADHUN TaluIaitH OyB pPO3pOOJICHWH NpU3HAYCHUMU
yiieHamMu 20 MeTuIHUX TOBapUCTB 3 ABcTpii, Himeuunnu ta [lIBelinapii BKIIOYHO
3 TPEICTaBHUKOM HIMEIBKOI TAIllEHTChKOI oOpraHizamii i MaIi€eHTiB 3
NMepBUHHUMHU iMyHOAediuTamu. Pekomennanii Oynu po3poOieHi Ha S3- piBHI
METOMOJOTIi y BIAMOBIMHOCTI MO perynsmii, Bumanux Acomiamiero HaykoBux
Mennuanx ToBapucte Himeuunnu (AWMF). Jloka3oBicTe BU3HauYamach Yy
BIIMOBIMHOCTI 70 piBHIB goka3zoBocTi Okcdopacekoro llenTpy 3 moka3oBoi
mequiman 2011 poky (muBucek IligTpumyrouy iHdopmamito Tabmuio S1).
Meroponoriss  omiHoBaiack y BianoBigHocTi A0 SIGN  (Ilotnanncekoi
MDKBY3IBCBKOI ~Mepexl 3 raianaiHiB). Pexkomenpanii po3mofuIsiiiuch 3a
dbopManbHOIO KOHCEHCYCHOIO Mpoleaypoto (auBuch IligTpumytrouy iHdopmalio
Tabmuiro S2). Ile BkIOYaJO HOMIHAJIBHI TPYHOBI IPOLIECHM Ta CTPYKTYpyrOouil



http://www.ncbi.nlm.nih.gov/pubmed/
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KOHCEHCYCH1 KoHdepeHIlii 3 Moaepalieto npeactaBuukamu AWMEF, nig yac sikux
pexkomeHaanli (GopManbHO TOJOCYBAJIWCH MNpU3HAUYeHUMH uieHamu. Cuna
KOHCEHCYCY IIOJI0 KOXKHOI peKoMeHallli Oyna rpaayiioBaHa SIK MOKa3aHO Yy
Tabmumi S3 TliaTpumytouoi iHbopmalii. Pexomennanii 6€3 J0CTaTHHOTO PiBHSA
JI0Ka30BOCTI KJIACU(DIKyBaIHUCh SIK «EKCIIEPTHA TOYKA 30PYy».

JlomaTkoBi HOCTIIHKEHHS Ta MyoJTikalii 0ynu i1eHTU(d1KOBaH1 i yac aHali3y
BUjUIeHOT Jitepatypu. Lli JochaipkeHHS HE Mald BIUIMBY Ha pPEKOMEHJaIlli
YYaCHUKIB KOHCEHCYCHOi koH(epeHiii. [Ipu onoBnenHi BuOpaHa miTeparypa,
omyOikoBaHa micis 31 TpaBus 2018 poky Ta sika He MaJia BIUIMB HAa peKOMEHAAIl1
KOHCEHCYCHOI KoH(epeHlii Oynu BKIIOYEHI OO0 JaHOTO MaHyckpunrty. JlaHa
nyOiikaiiss € MiACYMKOM IIOBHOI Bepcii, OmyOJiKOBaHOi Ha HIMEIbKii MOBI
(https://www.awmf.org/uploads/tx_szleitlinien/189-0011_S3_Therapie-primaerer-
Antikoerpermangelkrankungen-2019-05_01.pdf) Tta craHoBuTh peBi3oBaHE i
posupere apyre BujnanHg Himenbkux 0a30BaHUX Ha JOKa3ax Ta KOHCEHCYCHHX
raijaitHie, onyosikoBanux y 2012 porri.

3aranbHuii BapiabenpHuil imyHoaedinut (3BI/]) — 11e reHeTuyHO rereporeHHa
rpyna e eKTiB IMyHHOI CUCTEMH, 110 XapaKTepU3y€eThCA T1noramariooyaiHeMIE0
3 neiuToM IIoHaMEHIIIe ABOX KJIaciB iIMyHOTr00ymiHIB (mepeBaxHo IgG ta IgA
1/a6o IgM) ipu HOpMabHIN 200 3HIKEHIN KUTBKOCTI B-1iMQOoIUTIB, MiBUILIEHUM
PU3HKOM PO3BUTKY XBOpPOO 1H(EKIIHHOTO TeHe3y, a B JEAKHUX XBOPHUX — 3
¢bopMyBaHHAM ayTOIMyHHMX Ta TpaHyJeMaro3Hux yckinaanenb (IlepBunHi
imyHonedinutn  KiiHiuHa HacTraHoBa, 3acHOBaHa Ha  Jokazax  (2021)
https://www.dec.gov.ua/wp-content/uploads/2022/01/2021_11_01_kn-pid.pdf).

Komenmap pobouoi cpynu:

3Bl € naunowupeniwum KUHIYHUM NEPEBUHHUM IMYHOOe@iyumom y
00pOCIUX, XAPAKMEPU3YEMbCA  NOPYULeHHAM  Ougepenyiayii  B-knimun i3
Ooepekmuum eupodIenuam imyno2nooyninis. Ile natinowuperniua opma 3nauno2o
oeiyumy anmumin, sKa epaxcae AK dimeu, max i dopocaux. «BapiabenvHuti»
CMOCYEMbCSL 2eMEPOLEHHUX KAIHIYHUX NPOSBI8 Yb020 pOo31ady, SKI GKIIOUAIOMDb
peyuousyroui ingexyii, XpoHiuHe 3aXB0PIOBAHMHS N€2eHI8, AYMOIMYHHI pO31aou,
ULTYHKOBO-KUUKOBI 3aX80PIOBAHHS Ma NIOSUWEH) CNPULIHAMAUBICIb 00 TiMgomu.
3BIJ] pisnomanimHuuli K 3a KIHIYHUMU NPOS6AMU, MAK i 3a munamu oe@iyumy.
Hessaorcarouu na xapaxkmepne  3HUdMICEHHA  DIGHIE )y  cuposamyi  Kposi
imynoenooyniny G (IgG) ma imynoenooyniny A (IgA), npubnuzno y 50% nayienmis
MaKoxdCc Mae micye 3HUINCeHHs pieHs imyno2nooyniny M (IgM) y cuposamuyi kposi
ma oucgynkyis T-nimpoyumis. Ilpu 3BI]] T-xnimunu 3a3narome nepeoyacHoi
3YNUHKU BUPOONIEHHS 68 MUMYCI, WO NPU3800UmMb 00 GUCHAJICeHHA T-Kknimuwu i
imyuna ouspeaynayii. Ilpubausno y 20% xeopux wna 3BI]] pozsusacmuvcs
aymoimynHe 3axeoprogants. Ha dooamok, moacyms po36ueamucs agmo3andaibHi,
epanyiemamo3smi ma/abo nimgonponichepamusHi po3niaou.

Howupenicmo 3B/l 3aeanom oyinroemscs 6 dianazoni 6i0 1:25 000 oo 1:50
000. B €sponi ma Ilieniuniti Amepuyi nowupenicmo yi€i X60pooU KOJIUBAEMBCS 8
meacax 6io 1:10 000 oo 1:50 000 nacenenns. 3a oanumu 3a2ai1bHOHAYIOHATLHOO


https://www.awmf.org/uploads/tx_szleitlinien/189-001l_S3_Therapie-primaerer-Antikoerpermangelkrankungen-2019-05_01.pdf
https://www.awmf.org/uploads/tx_szleitlinien/189-001l_S3_Therapie-primaerer-Antikoerpermangelkrankungen-2019-05_01.pdf
https://www.dec.gov.ua/wp-content/uploads/2022/01/2021_11_01_kn-pid.pdf
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oocniodcentss 8 CLIIA nowupenicmo 3BIJ] cknaoae 1:42 000 nacenenns. Cepeo
npeoCcmasHuKi6  aziamcbko20  noxoodcenHs ma — agpoamepuranyie  3BILJ[
3ycmpivaemscs pioute.

Ioicepeno: Tangye, S.G., Al-Herz, W., Bousfiha, A. et al. Human Inborn
Errors of Immunity: 2022 Update on the Classification from the International
Union of Immunological Societies Expert Committee. J Clin Immunol 42, 1473—
1507 (2022).

Oonosnaunoi oymku wooo nowupenocmi 3Bl nemae. Ileti imynooepiyum
gionocumucs 0o epynu I11J]. Cyuacni pieni c6imogoi diacHOCMUKU NOKA3YIOMb, WO
1 3 8 000-10 000 mooeii € nociamu IIJ]. I1l/] ¢ €sponi 6oce He npuliHamo
ssadicamu piokicHum 3axeoprosanuam. Cymapua nowupenicmo I1lJ] nesidoma,
ooHak, 3a oyinkamu Immune Deficiency Foundation (CIIIA), yeti noxkasHux y 4
pasu nepesuwye wacmomy mykosgicyuoosy. Ha cvoeooni ioenmugixoearo Oinvuue
500 piznux gpopm I/ [Fischer, A. Gene therapy for inborn errors of immunity:
past, present and future. Nat Rev Immunol 23, 397-408 (2023).
https://doi.org/10.1038/s41577-022-00800-6].

3a onybaikosanumu oanumu yacmoma I11/] 6 Ykpaini na 2022 pix cmanosuna
2,85 Ha 100 muc
nacenenns(https://www.scienceopen.com/document file/d78933b7-dea9-4571-
b773cf07465e2393/PubMedCentral/d78933b7-dea9-4571-b773-
cf07465e2393.pdf)

3a 36imamu 2on06HUX axisyie 3 Ouma4oi ma KIiHIYHOI IMYHONO02TT KITbKICMb
nayienmie i3 ecmanosienum oiacnozom 3B/ ckradae b6auzvko 80 xeopux, a cepeo
oopocnoco Hacenenus - 74 xeopux. L{i 0ani € 3HAUHOI0 MIPOIO 3aHUdICEHI V 38 3Ky
3 2in00iacHOCMUKOI0 HA PI3HUX PIBHAX HAOAHHA MeOUyHoi donomou. 3 02nsady Ha
nowupernicmo 3B/ (1:50 000) xinvkicmo nayicumis 3 yum O0iacHo30M 6 YKpaiHi
nosurnna nepesuwysamu 900 ociob.

Hessaoicarouu na yoockoHaneHHs yMO8 OiA2HOCMUKU 3A OCMAHHI POKU 8
pecionax, uacmo Oimam ma OOPOCIUM BUCMABIAIOMbCA HENpasuibHi OiacHO3U.
Yacmuna xeopux na I1l/], axi ompumyoms adexeamuy mepanito 3 OUmMa4020 8iKy,
He Maromov KAIHIYHUX O3HAK IHBATIOHOCMI, W0 NO30ABTIAE IX COYianbHOI NiOMPUMKU
31 CMOPOHU 0epaIHcasu 8 OOPOCIOMY Bilyi, He36ANCAIOUU HA me, WO IMYHOJI0IYHUL
oiaeno3s sepughikosanui. Tomy, He38aMICaAOYUU HA HeBeUKe YUCTO 3APeECMPOBAHUX
6 Vkpaini xeopux, ane msxckut nepebie IIlJ], ouxmyemvci HeobOXiOHICMb
nooanvbuux  OOCNIONHCEeHb, CKepOBAHUX HA  GUBYEHHA IX NOWUpeHoCcmi U
ONMUMI3ayiro MeOUyHOi 00NOMO2U NAYIEHMAM 3 OAHOIO NAMOJIO2IETD.

YV nawiti kpaini cnocmepicacmvcs cmitike 30i1bUIeHHS KIIbKOCMI GUSAGTIEHUX
xeopux Ha I/, wo noe’sazano 3 Kinbkoma axmopamu. no-nepute, 30i1bUULACS
KIIbKICMb JIIKAPI8-KAIHIYHUX IMYHON0218, 8 M. Y. OUMAYUX IMYHON0218, SAKI NOCMIUHO
B00CKOHANIOIOMb  C8Ill  KeaniikayitiHuil — pigeHb,  no-opyee, NOKPAWUIACS
diacHocmuka IMyHoOepiyumis, 6 m.y. NEePEUHHUX 3ad PAXYHOK BUKOPUCHAHHSL
CYHACHO20 1ab0pamopHo20 00JAOHAHHA MA HOBUX Memoois OiacHocmuku. YV


https://www.scienceopen.com/document_file/d78933b7-dea9-4571-b773-cf07465e2393/PubMedCentral/d78933b7-dea9-4571-b773-cf07465e2393.pdf
https://www.scienceopen.com/document_file/d78933b7-dea9-4571-b773-cf07465e2393/PubMedCentral/d78933b7-dea9-4571-b773-cf07465e2393.pdf
https://www.scienceopen.com/document_file/d78933b7-dea9-4571-b773-cf07465e2393/PubMedCentral/d78933b7-dea9-4571-b773-cf07465e2393.pdf
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Oinbwiocmi  aikapie  chopmyeanocv  cmilike  VAGIeHHs NPO  0coOaUBOCMI
NePBUHHUX/NPUPOOHCEHUX IMYHOOeiyumis K 3ax60pi08anb OUMAY020 GIKY uepe3
paHiute  3a@ikcosany  BUCOKY Oumsayy cmepmuicmv 6i0 Hux. 3ae0saKu
B00CKOHANEHHIO OIA2HOCMUKU MA CYYACHOMY JTIKY8AHHIO MPUBALICMb HCUMMSL
oimeti 3 I11]] 36inbuyemoca. Y odopocaux uaubinews yacmum I1J] 3 deghekmom
npooyKyii anmumin € 3aeanvHull eapiabenvruil iMyHoOdeiyum. Y cumy moeo, wo
3Bl noxu we He po30ileHUll HA CKIA008I CUHOPOMU, yYel HNPUPOOI*CEeHU
iMyHOOeiyum € O0OHUM 3 HAUNOWUPEHIWUX NePEUHHUX IMYHOOeDiyumHux
3ax80pP10BAHD.

Taxum uunom, npobrema epexmusnoi OiacHocmuxku ma nikyeauus 3Bl
ceped HaceleHHs YKpainu nompebye nooanvuioi akmueizayii 3ycuib MeOudHUx
NpayieHUKi6 3aKnadié OXOPOHU 300p08’s, KOMpI HAOAOMb NEPEUHH) MeOUYH)
00NOMOR2Y, CHPAMOBAHUX HA BUAGIEHHSA XGOPUX 3 BIONOBIOHUMU KIIHIYHUMU
nposeamu xeopoou. Jluwe komniekCHuul nioxio 00 eupiuieHHs yiei npodbiemu
MOJiCce 3 4acom npuzeecmu 00 NOJNINUIeHHs NOKA3HUKI6 cmauy 300pos's. Takutil
nioxio eumaeae Yimkoi Nocrioo8HOCmMi ma KOOpOuHayii Oiu cneyianicmis, wo
3a0isHI Y npoyeci HA0AHHs MeOUdHOoi donomozu ma 30IUCHIOIOMb iX, KepyrUucs
KNIHIYHUMU ~ HACMAHOBAMU WO00 B6e0eHHs X6opux 3 nidospoio Ha 3Bl
PO3POONIeHUX HA NPUHYUNAX OOKA3080i MEOUYUHU.

Komenmap pooouoi epynu

Inpopmayiss wooo 3axeoprosaHocmi ma CMePMHOCMI NPU  3a2aNbHOMY
sapiabenrbHOMY iMyHOOepiyumi pozmiwena 3a nocunanuam (Ilepsunni
iMyHOOehiyumu Kniniuna Hacmanosd, 3aCHOBAHA Ha 00KaA3ax

(2021) https://www.dec.gov.ua/wp-content/uploads/2022/01/2021_11 01 kn-
pid.pdf).

Komenmap  pobouoi zpynu:  [0106H0I0  0iA2HOCMUYHO — 3HAYUMOIO
nabopamoproio osnaxorwo 3Bl € Oegexmu anmuminoymeopenHs, a came
BHUJICEHHS (K MIHIMYM V 2 pa3u) ¥ Kpoei pieHsi iMyHO2N00VIIHI8 MPbOX OCHOBHUX
knacis (IgG, IgM, IgA) abo, npunaiimui, 0eox knacie IgG, 1gA i/abo IgM.

Cyuacni moorcnugocmi  IMyHONO2IYHOI Oia2HOCMUKU  00380JIAII0Mb  MAKONC
BCMAHOBUMU NAMO2EHEMUYUHT MEXAHIZMU VUIKOOINCEHHS MUX YU [HUUX CKIA008UX
IMYHHOI cucmemu 6 okpemux nayicumis 3 3BI/]. I]e 6 cgoio uepey € axciusum He
quwe Onsl 86CMAHOBIEHHs O0IacHO3Y, a U ONsl 8UOOPY HANDAMKY 2eHemUYHO20
oOcmedicents ma mepanesmuyHoi maKmuKu.

He3zsaoicarouu na me, wo Oinvwicms pisnosudie 3Bl sionocumbcs 00
CNOpPAoUYHUX, NO3UMUBHULL CIMelHUl aHamHue3 susasnaembcsa y 10-20% nayicnmis.
Buseumu ecenemuuni oecpexmu npu 3BI/] 60aemvcs auwe y 10-15% sunaoxis.

Jhicepeno: 3acanvhuil eapiabenvrutl imyHolegiyum: iMyHONamo2ceHemudti
MexauizmMu po3eumky, KIiHika, oiacnocmuxa, nikyeawns / Yonsax B.B., Jliwyk-
Hrxumosuu X.0O., Kocmiwouenko JI.B. ma in.; 2019


https://www.dec.gov.ua/wp-content/uploads/2022/01/2021_11_01_kn-pid.pdf
https://www.dec.gov.ua/wp-content/uploads/2022/01/2021_11_01_kn-pid.pdf
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Unenu pobouoi  epynu  NpPONOHYIOMb  PO3TAHYMU — NIOMEEPOACYIOYY
iHhopmayito 3 iHWUX Odicepen:

Salzer U. ma in. (2004, 2020) nosioomunu npo n'amo nayicHmis 3 080X pi3HUX
pooun, y axkux oyno odiaenocmosano 3Bl/] 3 neoocmamuicmio ICOS. Bix debromy
3ax80pro6ants Koausascs 6io 18 micayie 0o 15 poxis, mobmo 6ye 6invui paHHim,
Hioc mot, npo axuu nogioomnsanu Grimbacher B. ma in. (2003, 2022). Ingexyii
BKIIOYANU PeYUOUBYIOUULL OPOHXIM, CUHYCUM, NHEBMOHII0, nepcucmyroyy oiapero.
Oxpim ybo2o, cnocmepicanucs chjieHome2anis, Jim@aoeHonamis, 2epnemuyiti
BUCUNAHHA, 3YMOGIEHI 8ipycom npocmoco ecepnecy 1/2 munie, xpoHiuHa
aymoiMyHHa HeumponeHisi Ha mai aumuneumpo@inonux 1gG. V ecix nayicnmis
byna 3HudMCcena Kinvkicmo B-nimgpoyumie nam'ami i cuposamkosi pieni 1gG i IgA;
koHyenmpayisi IgM nepebysana Ha HudiCHili medxci Hopmu abo makoxc Oyna
HU3bKo10. T-nimpoyumapHruii Komnapmmenm UABUEC HOpMATbHUM. JIIKy8anHs 3a
00NOMO2010 6HYMPIUHLOBEHHO20 IMYHO2100VNIHY 0Y10 egheKkmusHum auuie y
0esiKUx 8UnaoKax.

3a oonomocoro npomounoi yumogharoopumempii Bossaller L. ma in. (2006,
2021) esusasumu, wo y ICOS-oepiyumnux nayicumie na 3BIlJ], siomiuaromvcs
msiowcki nopyutennss CXCR5YICDAY T-nimgpoyumie i matisce noena 6i0cymuicme
CD57*/ CXCR5 */CD4* T-kaimun.

V ICOS-oegpiyumnux nmooeti i3 3Bl/[-1 Grimbacher B. ma in. (2003, 2023)
i0oenmugpixysanu yacmkose cmupanus MmPHK ICOS 3 nognoro siocymuicmio 6inka.

YV n'amu nayienmis i3 0sox cimeti i3 3Bl/[ uepez neoocmamuicmo ICOS Salzer
U. ma in. (2004, 2020) ioenmugixysanu ananociduHy 2omMo3ucomuy oeneyiro 8 2eHi
ICOS, sixka 6yna eussnena Grimbacher B. ma in. (2003, 2022).

Yong i cnigas. (2009, 2022) ecmanosunu, wo 6inbwicmes xeopux na 3B/
MAnu CXUNbHICMb 00 4YaAcmo peyuousyrodux pecnimamopHux ma WIYHKOBO-
KUWKOBUX THGDeKYill, 8 AKUX OiacHOCMYBANUCI MAKOIIC [HWI YCKIAOHEHH MAKi 5K,
nimghoiona  mponigpepayis, — cnienome2anis, — epaHyleMamosHe — 3andjieHHs,
AyMoOIMYHHI 3AX80PI0BAHHS [ 3M05KICHI HOBOYMBOPEHHS. YV 0esKUX X80pux Ha mii
2inocamaznooyninemii, NOPYWeHHs aHMUMINOYMEOPEHHs Npu  cneyuqiuniu
cmumynsayii 6yau eusasieHi 000amKo8i iMyHON02iuHI anomanii monoyumis i/abo T-
nimgpoyumis. Y poouuie nayienmie i3 3BI]] eusenena e6ucoxka uwacmoma
cenekmueno2o oegiyumy IgA.

Salzer U. ma in. (2005, 2021) nogioomunu npo 06i Hepioui cim'i i3 3BlJ/[. V
6CIX NAYIEHMIB  BUBHAYALACL  2IN02AMA2N00VIIHeMIs 3  HU3bKUM  pieHeM
cuposamkosux 1gG, IgM i IgA, peyuousyrouumu inghexyiamu, 8KIOUAOHU cepeOHill
omum, iHeKyii OUXANbHUX ULTAXIB, ULTYHKOBO-KUUKO0B8020 KaHaly. Y mpemiti cim'T
8 00HO20 nayienma GIO3HAYANUCSA peyuousyroui inghexyii, cnienomecanis,
3HudceHull pigenv IgG; cmepms Hacmana 6i0 paKy Mu2OAIuKie enimeniaibHoco
noxoodiceHns. Y tioco cecmpu eusHauascs cenekmuHuil Oepiyum IgA 3
peyuousyrouumu  iHgexyiimu. Taxoorc Oyau eusenenwi 10 nayienmie  3i
CNOPAOUYHUMU 3aX80prO8anHAMU. Y vomupvox (31%) 3 13 npobanodie eusnavanacs
aymoiMyHHA NAmosoz2is, KA 6KI0YALA MUupeoioum, y ulecmu — CHIeHOMe2aisl.
JlabopamopHi 0ocniodcenHs NoKazaiu HOPMAIbHY KilbKicmb nepughepuunux B-
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imgboyumis y 6cix nayicHmis, OKpiM O0OHO20, SKOMY paHiuie Oyia nposedeHa
cnienekmomisa. YV opama yvo2o nayienma 6USHAYANOCS HE3HAYHE NIOGUUJEeHHS]
3a2anbHOi Kinbkocmi B-nimgoyumie na mni 3uudcenozco uucia B-nimgoyumis
nam'ami. T-nimppoyumapna nanxa 6ynra 6 Hopmi y 8Cix nayicHmis.

Salzer U. ma in. (2009, 2020) ioenmughixysanu, npuHaumHi, 0OHy 3MiHEH)
anenv TNFRSF13B y 50 (8,9%) 3 564 npobanois 3 degpiyumom imynoznooyninis. 3
yux 50 wHecnopionenux nayicumie o06oc (4%) Oyau HOCIAMU 20MO3ULOMHUX
mymayii, cemepo (14%) — crknaonux cemeposucomnux mymayiti i 41 (82%) —
ecemeposucomuoi  mymayii. bByau i0enmugpikosani 16 pizHUX 2eHeMUYHUX
anemepayiu, 6 m.u. 13 noeux 3min. Hauuacmiwe 3ycmpivanucsa aneni CI104R i
AISIE, sussneni y 26 (4,6%) ma 13 (2,3%) nayieumis sionosiono. Tinvku yi 08i
aneni CnOCMepieanucs 8 20MO3U2OMHOMY CMaHi 8 kodichoi atoodunu. Ceped 675
nayienmie kowmpoavroi epynu 7 (1%) oyau eemeposucomuumu 3a AISIE, a 6
(0,9%) — ecemeposzucomnumu 3a CI104R. Cmamucmuyunuti auaniz nokasae, wo
MoHo- abo oOianenvna TNFRSFI3B anenv 6 3,6 pazu niosuwyysana pusux
einoeamaznooyninemii. Acoyiayis o6ynra cmiiikoro o1 CI104R (8ionocHuil pusux
4,2), ane ne ona AISIE. Ananiz cemu cimell nokazae 3HUJICEHY NEHEMPAHMHICb
anenel i cmaes niocmasorw 0as cinomesu, wo 3minu TNFRSFI13B cnpusioms, ane
OOHO3HAYHO He € npuduHolo poseumky 3BIl]]. V nayienmie 3 mymayiamu
TNFRSF13B uacmiwe 3ycmpivaiombcs JimgponponichepamusHi i aymoimMyHHI
NopyuerHs (3a38udati, mpomooyumonenis).

Mymayii wonatimenwe 6 13 eenax Oyau acoyitlosani i3 pPO36UMKOM
3aeanbHoco eapiabenvrozo imynooepiyumy: TNFRSFI13B,_CD19, CD81, CR2,
ICOS, IKZF1, 1L.21, LRBA,_MS4A1, NFKB1, NFKB2, PRKCD, TNFRSF13C.
Hesxi 3 yux mymayiti ycnaokogyoms 3a aymoCOMHO-PeYecU8HUM MUNoM, THUuL —
aymocoMHO-00MIHAHMHUM.

Haiibinow uacmo ioenmugixosanumu € mymayii ¢ ceni TNFRSF13B, wacmo
yi mymayii € cnopaoudHumMu, AKi SUHUKAIOMb NI0 YAC O003PIBAHHS CMAMesUX
KAimuH abo 8 panHbomy emopioHanrbHomy nepiodi. Mymayii 6 ceni TNFRSF13B
MOJHCYMb YCRAOKOBYBAMUCS SIK 34 AYMOCOMHO-PEYeCusHUM, Mmax i aymocoMHO-
oominanmuum munom. binoxk, wo € pezyrvmamom pobomu oanoco 2eny, gidiepae
POJb Y 8UdICUBAHHI 1l 003pieanHi B-nimgpoyumis i 6 npodyxyii aumumin. [nwi eemu,
acoyitiosani i3 3Bl]], makooic 3anyueHi y @YHKYIOHY8aHHA i/aO0 O003piGaHHs
iMyHHUX KuimuH. B 6acamvox nayienmis i3 3B/l susasnsarome nonimopizm 6 2emi
TACI. Heghiuvum TACI xapaxmepuzyemvcsa mymayiamu 8 mpaHcMemMOpaHHOMY
akmusamopi U Kaavyiumooyaowuomy nieandi yuxkioginina (TACI), sakuil
kooyemvca  eenom  TNFRSFI3B. TACI,  e3aemolirouu 3 jnieaHoamu
cmumMyIsImopamy ma axmueamopamu B-nimgoyumis, euxonyromv CKIAOHY
CUCHATILHY nepedayy OJisl BUNCUBAHHA Ul oughepenyiayii B-knimun, 6epymo yuacmo
8 NepeKioueHi cunmesy O00H020 IMYHO2N00YAIHY HA cunme3 iHwio2o. Tum He
MeHuwe, Ys 2eHeMmU4Ha aHoManisa auuie niomeepoxcye pusux pozsumky 3BI/[, ane
cama no codi He € 1020 €OUHOIO NPUYUHOIO, OCKIIbKU He 8 YCIX YleHU POOUHU 3
0OHAKOBO10 Mymayiero DPO36UBAEMBCA 3aX60PIOBAHHAL. Jlooamxosi
Hel0eHMUIKOBAHI HA CbO2OOHI mpueepu, 04eBUOHO, HeOOXIOHI O/l NOYaAmKY



https://www.ncbi.nlm.nih.gov/gene/930
https://www.ncbi.nlm.nih.gov/gene/975
https://www.ncbi.nlm.nih.gov/gene/1380
https://www.ncbi.nlm.nih.gov/gene/29851
https://www.ncbi.nlm.nih.gov/gene/29851
https://www.ncbi.nlm.nih.gov/gene/10320
https://www.ncbi.nlm.nih.gov/gene/59067
https://www.ncbi.nlm.nih.gov/gene/987
https://www.ncbi.nlm.nih.gov/gene/931
https://www.ncbi.nlm.nih.gov/gene/4790
https://www.ncbi.nlm.nih.gov/gene/4791
https://www.ncbi.nlm.nih.gov/gene/5580
https://www.ncbi.nlm.nih.gov/gene/115650
https://medlineplus.gov/genetics/gene/tnfrsf13b/
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3axeoprosanus. Y nayienmie i3 3BIJ] Oopyeoco muny (Oegpiyum TACI)
BUZHAYAEMbCS 2TN02AMAN00YIIHEMIsL 3 HU3LKUM pigHem cuposamkosux IgG, IgM,
IgA, peyuousyroui ingexyii, 6 m.u. cepeouili omum, iH@eKyii OUXarbHuUx WIAXIs,
LIKT,; cnnenomeeanis, yacmi aymoiMyHHI X60poOu, 8 neputy yepey aymoimyHHUll
mupeoioum, nim¢omu ma 310aKiCHI Ho8oymeopenHs, nepegaxcio LIKT;
8IOCYMHICMb  NICAABAKYUHATILHO20 IMYHIMemy Ha IMYHI3ayilo NHEe8MOKOKOBOH
BaKYUHOIO | adekeamuuli cunmes cneyugiynux anmumin xnacy IgG nicas egedenns
npasyesozo anamokcury. Heobxiono nav’ smamu, wo mymayii 6 ceni TNFRSF13B
MAKOHC MOAHCYMb CNPUAMU DOPMYBAHHIO ceNeKmMuUsHo20 oepiyumy IgA.

Hegpiyum ICOS ycnaoxosyemucs 3a aymocomHo-peyecusuum munom. ICOS
Hanexcumo 0o cimeticmea CD28*-T-kaimunnux Mmonekyn Kocmumyasayii i
excnpecyemucs auuie Ha akmugoganux T-nimpoyumax. ICOS koindyKye cekpeyiro
-4, UI-5, UI-6, ’'M-KC®, a-®HII, y-I®DH i gionocumubcst 00 yeHmpaivHoi 1aHKU,
saKa eionogioae 3a cunmes lJI-10. /[ns T-xennepis 3 oegpiyumom ICOS xapaxkmepro
nopyuwents npooykyii I/I-10 ma LI-17. 'V xeopux 3 OJegpiyumom ICOS
cnocmepicacmovcs madicka B-nimgoyumaprna nimghonenis, siocymuicmo B-kaimun
nam ’simi.

Hegpiuvum CDI19 (komnonenm peyenmoprno2o Komniekcy B-nimgoyumie)
npu3800UmMsb 00 CUHOPOM)Y HeOOCMAMHOCMI AHMUMI, Wo KiiHiuHo Hazadye 3BIJ].
Hamowmicmo, Oegiyum npe-B-KiimuHHO20 peyenmopHo2o KOMNIEKC)Y CHpUse
PO36UMKY PI3HUX opM pantboi acamaenodyninemii.

Hegpiuvum BAFF-R. 3a cmpykmyporwo BAFF-R noodionuti oo TACI u
HeoOXiOHull 011 sudcusants B-xinimun. Okpim yvoeo, bepe yuacmov y peyiayii
nepugepuunozo  B-nimgpoyumapnozo comeocmazy. XapakmepHow  03HAKONO
oeiyumy BAFF-R € nimgponenis, 3uudicennn xouyenmpayii 1gG i IgM na mni
HOpManvbHo20 piens IgA.

Honimopghizm MSHS. [Ipooemoncmposarna ponv gionosmowyozo [JHK binka
MSHS5 6 peeynayii nepexmouenHs cunmesy imMyHoeno0yainie. /lea noaimopgHux
Hykneomuou (SNPs) 6 ceni MSHS5 acoyiiiosani i3 3BIJ] ma cenexmusHum
imynooegiyumom IgA.

V 15% nayienmis na 3Bl susensiomovcs degpexmu y eenax ICOS, TACI,
BAFF-R, MSHS.

3arajipbHi KJiHiYHI 03HAKH TAa CHMIITOMH

Komenmap pobouoi epynu: 3 memoro y3a2anvHeHHs MONCIUBUX KIIHIUHUX
nposasie wooo 3BIJ, unenu pobouoi epynu eupiwmuiu Haoamu 000AMKO8Y
iHGhopmayito 3 000amMKOBUX OxcepelL:

1. Robert A Schwartz, MD, MPH; Chief Editor: Dirk M Elston,
MD more...Common Variable Immunodeficiency  Jun 08, 2022
(https://emedicine.medscape.com/article/1051103-
overview?reg=1&icd=login_success_email_match_norm)

Kniniuna manichecmayisn 3Bl exntouae nacmynne:

* [losmopHi ingexyii
* AymoimyHne 3ax80prosanmsi



javascript:showModal('author-disclosures');
https://emedicine.medscape.com/article/1051103-overview?reg=1&icd=login_success_email_match_norm
https://emedicine.medscape.com/article/1051103-overview?reg=1&icd=login_success_email_match_norm
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* Jlimgpoiona cinepnnazis

* [ panynomamo3sHe 3axeopio8anHsi

* 3nosaxicne HOBOYmMEOpeHHs

IloemopHi inghexyii Mmodcymov 6K0UaAMU HACMYNHE:

* [liocenni inghexyii cuno-nyibMOHANLHO20 MPAKMY, 0COONUBO NicasA nybepmamy
* V' oOeaxkux eunaokax, iHgekyii 3 He38UUAUHUMU MIKpOOp2aHizMamu (Hanp.
Pneumocystis jiroveci, mikobaxmepii, pisnomanimui epudu)

* Inghexyii 3 Mycoplasma pneumoniae cewosoco mpaxmy, cyenobie ma auboxi
acobyecu

* [lepcucmyroua diapest ma manvabcopoyis, cnpuyunena Giardia lamblia

* Taocki | noemopHi inghekyii 3 npocmum 2epnecom

* Hezeuuni enmepogipycHi iHeKkyii 3 XpoHIUHUM MeHIHeOeHyehanimom ma
NOOIOHUM 00 0epMAamoMiO3UMy 3AXE0PIOBAHHAM, NPE3EHMYIOUl CUMNMOMU € a0O
eocmpumu, abo NPUXOBAHUMU, 3 O3HAKAMU eHyedanimy, cyoomMamu, 20108HUM
Oonem, CeHCOPHO-MOMOPHUMU PO3NA0AMU MA 3MIHAMU 0COOUCMOCTI

Aymoimynni cmanu y nayienmis 3i 3BlJ[ € nacmynuumu:

* Joionamuuna mpomboyumoneniuna nypnypa (ITP)

* [emonimuuna anemis

* Binbwt pioka, iMyHHA HellmponeHis

* Cneyughiuni aymoimyHHi 3axX60pi08anHs OpeaHo-chneyu@iuni (Hanp. nepHiyuo3Ha
aHeMmisl, 3axX8OPIBAHHS WUMOBUOHOI 3A/103U, BIMINic0)

* Incynin-3anedcuutl diabem

* [lcopias

* Cucmemnutl yep8oHuUll 6084aK

* Peemamoionuii apmpum

* FOseninbHUll peemMamoionuil apmpum

* Veeim

* Tsaoicka eacmpoenmeponamis 3 MANICKOW MAlbabCOPOYIeio, HOOYIAPHOIO
NimghoionoI0 2inepniaszicio i XpOHIUHOW 3aNAIbHOI0 X80PODOIO0 KUWKIGHUKA (Hanp.
supasxosuil koaim, xeopooa Kpona)

3Hnaxioku npu QizuKarbHOMY 0OCMeEHNCEHHI MONCYMb BKIIOUAMU HACYNHE:

* ['enepanizoeana nimghadenonamis ma cnieHomecanis

* 3ampumxa pozeumky y Oimeti MOAOOULO20 BIKY, 6MOPUHHA NO B8IOHOULEHHIO 00
yacmoi inghexyii ma niosuwenux sumpam enepeii

Jlusuce Kniniuni nposieu w000 6iibuloi Kitbkocmi oemaneti

Ilpozcnos

Ilpoenos y nayieumis 3 3acanvHum eapiabenbHuM IiMyHOOe@iyumom €
00CMAMHbLO 2aPHUM, AKWO BOHU He MAalomb OPOHXO0EKMA308 I XPOHIUHO20
VPAdCeHHsl 1e2eHb, MANCKO20 AYMOIMYHHO20 3AX8OPIOBAHHA AD0 3/10AKICHO20
HOB0YMBOPEHHS.

Reznick et al niocymysanu mopbionicme ma cmepmuicmo cepeo 473
nayieumie 3 3azanbHum eapiabenvHum iMyHolegiyumom y wnumani Mt. Sinai
(Hvio Hopk) 3a ocmanni 4 dexaou [5]. 3nuscenns suscusanns 6yno acoyiiiosare 3
BIKOM HA 4ac 6CMAHOGNEHHS O0IacHO3y, HU3bKUM Oazosum pieuem I1gG, euwum
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pienem IgM ma menwioro xinvkicmio nepugepuunux B-knimun. Puzux cmepmi 6y8 y
11 paszie suwum y nayicumis 3 Heingexyiunumu yckiaoneHuamu. CmepmHicmo
acoyitoganacs 3 a1imgpomoro, 6yosb-axoi0 popmoro cenamumy, QyHKYIOHATbHUM AOO
CMpPYKMypanoHum ypaxceuusam neceHv ma Gl 3axeoprosanmam, 0OHAK He 3
HAABHICMIO OPOHXOEKMA3i, AYMOIMYHHICMIO , [HWMUMU 6udamu paky abo
2PAHYIeMamo3HoI0 X80poooio.

Chapel et al nosidomunu oani €6ponelicbko2o peccmpy 3a2albHO20
sapiabenvbHoco  iMyHoOepiyumy,  axkui  ekmouwae 326  nayienmis,  wo
cnocmepieanucy wonaumenuie U0 pokie 6i0 nossu cumnmomie [6]. 75-i
nepceHmusib Wooo BUNCUBAHHS CIMAHOBUS 25 POKi6 NiC/lis 6CIMAHOBIEHHS 0IA2HO3Y,
a 60-1 nepcenmunb O GUNHCUBAHHS CMAHOBU8 41 pik nicia 6CMAHOBIEHHS
diacno3y. He Oyna eiomiuena acoyiayisi Midc SUNCUBAHHAM | cmammio abo
iniyianonumu pieuamu IgG, IgA yu IgM y cuposamyi. V €sponeiicokomy peecmpi
Hausuwull piseHb cmepmuocmi 0y8 y nayicHmis 3 gpeHomunom ewmeponamii abo
Genomunom nonikIoOHAILHOI AimpoyumapHoi inginempayii. byra makooic
giOMiueHa acoyiayisi Midc NiOBUWEHOI0 CMEPMHICIIO MA JNIMPOIOHUM 310ICHUM
HOBOYMBOPEHHAM.

2.C Lucy Park, MD; Chief Editor: Harumi Jyonouchi, MD more...Pediatric
Common Variable Immunodeficiency Updated: Oct 16, 2018

https://emedicine.medscape.com/article/885935-overview

Anamnes

Kninika 3acanvnoco eapiabenvroco imynoodeiyumy 6KIHOUAE NOBMOPHI
iH(hexyii, aymoimyHHe 3aX680PHOBAHHSA, NIMGOIOHY 2inepniazito, epamyiemamosHi
X80pobdbu ma 3n05KicHe HoBoymeopenHs. lloemophi ingexyii Oyau auuie 0OHUM
cumnmomom y npeszenmayii y 26% nayienmis 3a nogioomieHHam €8ponelicbKkozo
Peecmpy  3acanvnoco  eapiabenvnoco  imynooegiyumy. Ilayienmu 3 auwe
baxmepiarbHuMu iHeKyisiMU Marmos 3HAYHO KPAWUL DIGEHbL BUICUBAHHS )
NOPIBHAHHI 3 MUMU, XMO MAE THW NOB'SA3AHI 3 3aX80PIOBAHHAM VYCKIAOHEHHSL.

3. Robert A Schwartz, MD, MPH; Chief Editor: Dirk M Elston,
MD more...Common  Variable Immunodeficiency  Jun 08, 2022
(https://emedicine.medscape.com/article/1051103-
overview?reg=1&icd=login_success_email_match_norm)

Peyuouesyroui inghexuii.

Hatinowupeniwuumu ingpexyitinumu opeanizmamu € Haemophilus influenzae,
Streptococcus pneumoniae, Moraxella catarrhalis ma Staphylococcus aureus.

V' oOeaxux nayiecwmie 3 3BIl/] enepwie mooicymv Oymu 6useneHi piOKiCHI
inghexyitini acenmu, maxi ik Pneumocystis carinii ma Mycoplasma pneumoniae.

Oxpim necenesoi inghexyii, M pneumoniae maxodc Modce GUKIUKAMU
NnepeunHy iHpheKyiro cewo8UusiOHUX WIAXi8 ma cyeno0is.

Ingpixyeannss G lamblia  mooce cnpuuunumu  cmitky Oiapeilo  ma
manvabcopobyir.

llogidomnanocs npo peyuousyioui iHgexyii, cnpuduneni 8ipycom NpPocmoz2o
eepnecy. Inghexyisn onepizyeanvrozo eepnecy moowce pozsunymucs 'y 20% nayienmis
3 3BlJ].
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llogioomnsanocs npo enmeposipycHy inghexyiro, wo acoyitoemocs 3 3BlJ].

Treatment and management of primary antibody deficiency: German
interdisciplinary evidence-based consensus guideline (2020)

Imynna pusperyasinis (0coOnMBO IMyHHAa LMTONEHIA 1 IHTEPCTUIIAJIbHA
XBOpoO0a JIeTeHb) MOXKYTh OYTH MOYaTKOBOIO O3HAKO y manieHTiB 3 3BI/l. Pusuxk
HelH(pexkuiiHux nposaBiB craHoBUTh 20-30% y mamientiB 3 3BIJI, cepen saxux
HaWYacTIIIO € IMyHHA LUTOTICHIS.

Mu peKkOMEHAYEMO MDKAUCIUIUTIHAPHWA  HArjiIsa 3a  MaIi€eHTOM 3
HEJIOCTATHICTIO AaHTUTLI Ta IMYHHOIO IIUTOTICHIETO.

Jlerenesi manigecramii

[lepeBaxkHa OUIBIIICTh MAIIEHTIB 3 AS(IIUTOM aHTUTLI CTpaXaae Bij
XpOHIYHUX MYyJbMOHAIBHUX MaHidecTarliil. JlereneBi ManidecTalii BIUIMBaIOTh Ha
BkuBaHHA maiieHTiB 3 3BIJ[. J[BomMa HaWOUIBIIMMU TpynaMu JIET€HEBUX
MmaHiecTamiii €  OpPOHXOEKTa3Wu Ta  TpaHyjleMaro3Ha  JiMdoruTapHa
iHTepcTHIliaibHa XBopooa serens (I'JILXJI).

bpoHxoeKkTasu

3a HasABHOCTI KJIIHIYHUX CHUMMTOMIB a00 BIJMOBIIHOTO aHAMHE3Y JETEKIlis
OpoHxoekTa3iB 3a3Bu4ail 3iailcHIoeThes KT-ckanyBanHaMm. Pentrenorpadis
IPYAHOI KIITHHHM 11eHTH]iIKye OpoHXOeKTa3u 3 yactoToro 10 60%. Benenns
OpOHXOEKTa31B Ma€ Ha METI 3HM3UTH/TIOTIEPEAUTH 3aroCTpPEeHHS Ta 1H(IKyBaHHS,
MOJIIMIIUTH KJIIPEHC CIU30BUX BHUAUICHL 1 cTabumizyBaTH (QYHKIIIO JereHb. Mu
PEKOMEHIYEMO KOHTPOJIb MIKPOO10JIOT1i MOKPOTH KOXH1 3-6 MICAIIIB ISl paHHBOI
imenTu@ikarii KoJOHI3aIil MOTEHIIHHO IKiAIUBUMH MikpoOamu (Pseudomonas
aeruginosa, MRSA) Ta g1 KEpIBHHMITBA IHIIIAJIGHUM PIIIEHHSAM I[OJ0
EMITIPUYHOTO JIIKYBaHHS AHTHOIOTHKAMM TIPU TOCTPiM iHQEKIii 10 JOCTYIMHOCTI
aKTyaJbHUX MIKPOO10JOTIUHHMX JTAHUX.

InTepcTHLIAIbHA JIereHeBa XBOP00Oa

I'panynemaro3na mimMdouuTapHa IHTEpPCTHUIIIAIbBHA XBOpoOa JiereHb Oyna
sHaiinena y 10-30% mnarientiB 3 3BI/], sixka abo po3BuHynace mig dac mepediry
3aXBOPIOBaHHA, a00 Oyina mepiioro KiiHigHOI npe3erTariecro. [JIIXJI BnmuBae Ha
BiwkuBaHHA mamiedTiB 3 3BIJI. Jlng KIiHIYHOrO MiarHOCTYBaHHS MAarOTh
pO3TIIAIATUCh Paio-MOPGOJIOTIYHI 3HAXIOKH, a TaKOoXK JereHeBa (QYHKINS 1
ricTonaroynorii. Mu peKOMEHJyeMO IIOPIYHO OIIHIOBATH JIETCHEBY (YHKIIIIO
BKJIIOYHO 3 BUMIPIOBaHHAM AUGY3HOI 3MaTHOCTI NMPH HAIISII 3a TAIllEHTaMH 3
3BIJI. Pytunna peHtreHorpadis nereHb He peKOMEHIYEThCA. 11 BUKOPHCTAHHS M€
OyTH 3ape3epBOBAHHM IS MOTIPIICHHS JieTeHeBOi (QYHKIIT a00 MOSBH KIIHIYHHUX
cumntomiB. JlereneBa MPT moxke pomomortu yHukHYTH ompominenHs. ['JIIXJI
Ma€ CTUMYJTIOBATH JIeTalbHe (1 TeHeTUYHE) IMyHOJIOTIYHE JOCTIIKSHHS.

ba3oBaHa Ha KOHCEHCYCi peKOMeHIallisi:

«Ilio wuac Oiacnocmysanna ma 3 WOPIYHUMU [HmMEPBANAMU MU
pexomenoyemo naemusmozpagiro mina ma DLCO y nauyienmie 3 3BI/]. Mu
npononyemo nezeneee KT aoo MPT-300pasxcenns nio uac 0iazZHOCMYGAHHA y
00pocux nayicHmie»
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ExcrniepTHHI KOHCEHCYC: CUIIBHUN KOHCEHCYC

ba3oBana Ha KOHCEHCYCi peKoOMeHallis:

«Mu  npononyemo - midcoucuyunaiHapHuil  Ha21A0 3 (Oumauum)
nYJ1bMOHON020M Y NAUIEHMIB 3 XPOHIYHOIO X80PODOI0 J1€2€Hb)

ExcniepTHHI KOHCEHCYC: CUIIBHUN KOHCEHCYC

ba3oBana Ha KOHCEHCYCi peKoOMeHAallist:

«Mu npononyemo pezynapHuil aHanNiz MOKpOmMU 'y RAUIEHMIE 3
Oponxoekmazamu

ExcniepTHHI KOHCEHCYC: CUIIBHUN KOHCEHCYC

I'panysnemaTo3Hi ypakeHHS MOXKXYTh OyTH B yCiX OpraHax

VYV mnamientiB 3 3BIJ ekctpa-myinbMoHaNnbHI MaHidecTalii BKIIOYAIOTh
ypaXKeHHsl Y CeNe3iHIl, NeviHill, JiM(paTHIHUX By3iax, wkipi, Hupkax ado [HHC.
[Ipu ricromarosorii OUIBIIICTh YPAXKEHb BUIIISANAE SK «TUIIY CapKOidy»,
HEKa3eo3Ha emiTeNioiiHa rpaHyIboMa, B TOM Yac SIK MOXKE TaK0oX OyTH BU3HAUEHA
mimdonuTapHa 1HQUIBTpalis. ['paHynemaro3Hi/miMdonuTapHi opraHHl TPOSBU
MaloTh CTUMYJIIOBATH JETAIbHE IMYHOJIOTTYHE Ta TE€HETUYHE JTOCIIIJIKEHHS.

Komenmap pobouoi epynu:

I'panynemamo3sni xeopoou ma nimgoiona cinepnaazis

Ilpo amunogy nimgoiony cinepniasito uepes KioHaibHy excnawucio B- abo T-
nimgoyumie  noGIOOMIANOCL V  OLIsL  mMpemunu  NAyieHmie 3  3A2AlbHUM
sapiabenvrum  imynooegiyumom. Excmpanodanvni micys, maki SK Je2eHi,
nimgpamuuni eyznu, GI mpaxm, wkipa, cene3inka, nevinka ma OLIA8YUWHA CAUHHA
3an03a, MOdCymov Oymu 3anyyeHi 00 Yb02o JNim@onponigpepamuenozo npoyecy.
Jlimgpamuuni 8y31u nNoxKazywomo peaxmusHy JiMpamudny 2inepniaziro, amunosy
einepnaasiio abo epamnyremamo3sne sananenns. Hooynsapua nimgoiona cinepniazis
v Gl mpaxkmi 3 KIOHANbHOIO PeapaHicupo8Koio 2eHy msickoeo aaunywoey Ig abo
KIOHAIbHOIO ~ peapaudicuposxoio 2ewy T-xnimunnoco peyenmopy (TCR) 6yau
ONUCAHI Y THUOMY BIOHOULEHHIO 00OPOSAKICHUX 8UNAOKAX NiM@oioHoil nporigepayii
V NAyieHmie 3 3a2aibHuUM 8apiabenvHum iMyHoOediyumonm.

IIpo epanynvomu nogioomasnocs y npubnusno 8-22% nayienmie 3 3a2a1bHum
sapiabenvrum imynooepiyumom. Lli nayienmu 6invw 8ipociono manu oeghiyum T-
KAimuuHoi nponigpepayii y 6i0nosiob Ha mimocenu ma aumueenu. Ilonepeoni
00CniddceHHss nogioomuau npo 22 nayienmu 3 342a1bHUM  8apiabenbHUM
iMyHnoOegiyumom 3 capxoioozom. I pamnyrvomu ne moenu dymu 8i00KpemaeHi io
MAKUX npu KI1aCU4HOMY CapKOoiO03i ma GUABNAIOMbCA Y N1e€2eHAX, NeYinHyi, ceNe3iHyi
ma KoH toHKkmusi. IHwi nogioomunu npo 3anydeHHs JiMpamudnux 8y3iie, WKIpu,
GI mpaxmy, HUpoK, Kicmkoso2o Mo3Ky abo mosky. Lli nayicumu 6invw 8ipo2ioHo
Mo2iu mMamu ni08UUWEH) 4acmomy iH@eKyiil, eenamocnienome2aii, ipiooyukimy,
AYMOIMYHHOI eemonimuunol anemii abo iMyHHOI MPoMOOYUMONeHIuHOT nypnypu.
Ilpo ycniwine niKy8aHHA 2PAHYILOM AHMALOHICMAMU Albpa-hakmopy HeKpo3y
NYXIUHU NOBIOOMJISIOCL ) HEBEIUKOI KIIbKOCMI NayicHmié 3 3a2aibHuUM
sapiabenbHUM iIMyHOOeDiyumonm.
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Oone nogi0oMNIeHHsI ONUCYBATI0 MONCIUBY POIb 2epnec-8ipycy M0Ounu 8§ muny
(HHV-8) npu aimgponponichepamusnux posnadax y nayienmié 3 3a2aibHUM
sapiabenvHum imMyHoOehiyumom. Xoua NOBIOOMIAIOCL HPO BUCOKY KLIbKICMb
koniti eenomy HHV-8 y mononykneapnux xiimunax, ax i y aimpamuyHux 8y3nax
nayienmie 3 3A2aibHUM  8apiabenbHuM  imMyHoOegiyumom,  AKI  Maau
nimghonponighepamusHi po3naou.

Aymoimyuni npoaeu

3BI]] acoyiroemobcs 3i 3HAYHOIO 4ACMOMON AYMOIMYHHUX MaHighecmayii.
Resnick nosioomus npo aymoimynimem y matioxce 28,6% 3 oouicio abo Oinvuie
AymMoIMyHHUMU MaHipecmayisimu.

Havvacmiwwumu aymoimynnumu cmauamu y NAyieHmie 3 3A2aibHUM
sapiabenbHum iMyHoOepiyumom € yumoneris, ocooruso ITP ma cemonimuuna
aHemis abo, piowe, aymoimyHHa Heumponenis. Inwi cneyugiuni opeauHi
AymoiMyHHI ~ 3aX60pIO6AHHS  (HANp.  NEPHIYUO3HA  AHeMIf,  3aX80PIEAHHS
WUMOBUOHOI  3a103U, GIMiNic0) MarmMv PO3NOECIOJCEeHICMb Y NoHao 5%
nayienmie 3 3a2aibHUM 8apiabeibHUM IMYHOOe@iyumom, wo € SUWUM, HINC Y
3aeanvbHii nonyaayii. IHiw cmanu 8KI0OUAOMb IHCYNIH-3aNedCHUll diabem, ncopias,
CUCMeMHULl  YepBOHULl  B08YAK,  DPeBMAMOIOHUU  apmpum,  H08EHLIbHULL
pesmamoionui apmpum ma yeeim. [Ipubauzno 20% nayicnmis maromo msicKy
2acmpoeHmeponamilo 3 MANCKOIW  Malbabcopoyicto, HOOYIAPHY TIM@POIOHY
einepniaszielo ma XpOHIYHe 3aNnalbHe 3aX60PI0GAHHA KUWKIBHUKY, maKe K
supaskosuti kouim ma xeopoba Kpona.

Xoua peeynapua 3amicha mepanisi Ig 3HUdCYE UYMAUBICMb 00 WMAMIG
Giardia ma Campylobacter enteritis, ye ne nonepedocye aymoimynno2o sananenms
CAU3080i, 3amicha mepanisa Ig He eniusac Ha KIHIUHUU nepedie 3anaibHO2O
3aX60PIOBAHHS KUUKIGHUKA.

Tayienmu, axi marome 3BI/] ma aymoimynni cmanu, 30aemucsi Maromo 0yxnce
HU3bKULL PIBEHb NePeKaouanyux izomun B-kiimun nam’ami y nepughepuyniti Kpogsi
ma 6inbiu 8ipociono maromo mymayiio y 2eni, sxuti kooye TACI (TNFRST13B).

Ibicepeno:  C  Lucy Park, MD; Chief FEditor: Harumi Jyonouchi,
MD more...Pediatric Common Variable Immunodeficiency Updated: Oct 16,
2018

https://emedicine.medscape.com/article/885935-overview

I'acTpo-inTecTuHANBHI MaHidecTanii

["acTpo-iHTeCTHHANBHI TIPOSIBH, TaKl K ayTOIMYHHHH TacTPHUT, TJIFOTEHOBA
XBOp00a, XpoHIUHA Aiapes, MabaOCcopOIisi, HOMyIsApHA JiMpaTrdHa Timeprias3is i
T.I. MOXE€ BpaxaTH TMAIll€HTIB 3 TMEPBHHHUMHU IMyHOoAedimuTamu. Mmu
PEKOMEHIyEMO OIIIHIOBATH CIenr(iduHi TacTpPOIHTECTUHAIBHI CUMITOMH B YCIX
mamieHTiB - 3 jgedinuToM  aHTUTUL.  AOJoMiHaimbHA  yiabTpacoHorpadis €
pekoMmeHaoBaHoo ycim mamieHtamu 3 3BIJ[, e3odaro-ractpoayoneHockomnis
(E®I'IC) pexoMeHAyeTbCA TIpM BCTAaHOBJEHH1 JiarHo3y. Hemae KiiHIYHHX
TpaiiiB, siki O OLIHIOBAIM €(EKTUBHICTh PAHHBOI JIIATHOCTUKU PaKy LUIYHKY Y
pI3HMX Tpynax CKpuUHIHTY. JledKi TMOBIIOMJIEHHS MPOMNOHYIOTh MPOBOAUTH
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MOAANBIINK HArJsA 3 ypaXyBaHHSM TICTOMATOJIOTIi. Y HEIIOJaBHIN BeIUKIN
[tamiicekiti koropti 3 455 mnamientiB 31 3BIJ| pak munyHky 3 sBAs€TbCA Y
cepeaHbOMy Ha 15 pokiB panime, HiX y mnamieHTiB 6e3 3BIJ[. Ha ocnoBi mux
pesynbratiB Pulverenti et al pekomenayBanu npoBoautu KoHTposib EOTJIC koxHi
24 wMicsIl y TAIi€HTIB 3 HOPMaJbHOIO TICTOJIOTIEI0 Ta KOXHI 12 wmicsauiB (y
MAIIEHTIB 3 aTpOPIYHUM TacTPUTOM ab0 IHTEHCTHMHAJIBHOIO METaruia3i€ro) abdo
HaBITh KOXH1 6 MicsiB (y MaImi€eHTIB 3 AucIUIazi€ro). Uepe3 BUIly 4aCTOTY paKky
HUTYHKY B ITanii € He3po3yMUIUM, Y MOXKYTh JaH1 PeKOMEHAAII] 3aCTOCYBaTUCh Y
Hmux nonymsisax [123]. YV 4koCcTi HEIHBAa3MBHOTO METOAY KOHTPOJIIO MH
pekoMeHIyeMo Iopiune TectyBanns Ha Helicobacter pylory (uepes anturen-HB y
CTyJl ab0 ypea3HHMI AuXajJbHUN TECT) Ta BU3HA4YeHHsS Bitaminy B12 y kpoBi a6o
METWJIMAJIOHOBY KHUCIOTY Yy ceul, ockiipku HB 1 ayroiMyHHu#M ractpur e
BiIOMUMH (DAKTOpaMu PHUBUKY MO0 pakKy INUIYHKY. Bu3HaueHHS aHTHUTLI
(HampuKiaa, aHTUTUT Ha TPaHCIJIOTaMiHAa3y) MOXKE BBOJUTH B OMaHy.
MikpoOiojoriunuii  aHami3 Kaldy MOXEe TaKOX TEepeKpUBaTH Tapa3uTiB Ta
HOpoBipycH1 iH(pekIii. Engockomis Moxke OyTH TOTpiOHOW Yy TMAIlEHTIB 3
HESICHUMM SHTepomnaTtisMu a0o0, HalpUKIad, I JiarHoCTHKH iHdekmii 3 Gardia
lamblia. Mu pexoMeHIyeEMO MIKIUCHMILTIHAPHUA HATJIS MPH yCiX XPOHIYHUX
raCTPOIHTECTUHAIBHUX TPOSBIB.

ba3oBaHa Ha KOHCEHCYCi peKOMeHaaIlis:

«Mu  npononyemo  MiycoucyunaiHapHuil  Ha21A0 3 (Oumauum)
2aCmpoeHmepoio2om y nauienmie 3 nevinKosumMu ma/aoo
2acmpoinmecmuHAIbHUMU HPOABAMUY

ExcriepTHHI KOHCEHCYC: CUIIBHUA KOHCEHCYC

Bba3oBaHa Ha KOHCEHCYCi peKOMeHaalis:

«Mu pexomeHoyemo abOOMiHAIbHE YIbMPA3BYKOBE 00CHIEHCEHHA Nid 4ac
6CMAHO6IEHHA OIAZHO3Y Ma wWopiuHo npu Hazia0i 3a nayicumom 3i 3BI/]. Mu
DPEKOMEHOYEMO e30¢hazo-2acmpooyo0eHOCKOnilo ma KoJ10HOCKORI y RAYICHMIe
3 CUMRIOMAMUY

Inmi manidecranii

Heonua3is

[Mamientn 3 3BI/] MaroTh miBUINIEHNN PU3UK PO3BUTKY HEOIUIa3id, 0COOIUBO
aiMboM 1 paKy NUIYHKY. Y HemoAaBHIN [Tamiiichkiil BETUKiM KOrOpTI pak IMUTyHKY
OyB mpoBigHOIO NpuuuHOIO cMmepTi y mamiedTiB 3 3BI/l. IlamienTnn MaTh OyTH
HABYEHI 100 MOBIJOMJICHb MPO HE3BUYHY a00 MEPCUCTYIOUY JIiMQaaeHONaTiIo.
opiuauii  ckpuHiHT Ha JiMdaacHomaTiio abo  TemaTo-CIUICHOMETAIIIIO
abaoMiHaNMBHOIO coHOTpadicto € pekomeHaoBaHuUM. [lim dYac KIIHIYHUX BI3UTIB
aHaMHEe3 1 OOCTEeXKEHHS Ma€ TaKOoXK [OKpUBATH CHEUU(PIYHI CUMITOMH
(mimdanenonariio, BTpaTy Barv, HIYHY MTWMBICTh, 1 T.1m.). [lopiuae KT-
CKaHyBaHHS NP HATJISAI 32 ACHMIITOMAaTUIHUMU TAI[IEHTAMU HE PEKOMEHTYEThCS.
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Komenmap pobouoi ecpynu:

bina  2-8% nayienmie 3 3aeanvHum  eapiabervHumM  iIMyHOOehiyumom
po36usanu He-xo0xcKincoki nimgomu (NHL). Binvwicms yux nayicumie manu B-
KIIMUHHUU IMyHOenomun ma Oyau yacmo HezamusHi Ha 6ipyc Enwmeun-bapa
(EBV). Jlimghoma € empuui 6invus uacmoio y HCIHOK 3 3A2AlbHUM 8apiadebHUM
IMYHOOeiyumom, Hidc y 40J08IKI8 3 3a2aNbHUM 8apiabelbHUM IMYHOOepiyumom.
3noskicui nimgomu € HavuacmiumMy MixC nSAMOK Mda CbOMOK 0eKadamu
acumms ma € piokumu y oumuncmei. Li 3no0axicni aimpomu € 3a38uuail
EeKCMPAHOOANIbHUMU 1 YACMO  JIOKALI3VIOMbCsl Yy 30HAX — cauzosux. Jlami
Eeponeiicokoco peecmpy eusasifaioms Kopeaayilo Midc pi6HeM CUPOB8AMKOB8020
imynoenooyniny M (IgM) na uac npezenmayii ma po36UMKOM V KIiHYe8OMY
pe3yivmami 1iM@OiOH020 310KICHO20 HOB0YMBOPEHHA. 3a KOHMPACMOM, DiGeHb
IgG He € npeduxmopom yvo2o gheHomuny.

layienmu 3 3azanvHum 6apiabervHuM IMyHOOeiyumom makKoic Maromo
3HAYHO NIOBUWEHULI PUBUKY PO3IBUMKY KAPYUHOMU WIIYHKY, HINC ) 3A2ailbHil
nonyaayii. Inwi 3108KIiCHI HOBOYMBOPEHHA BKIIOUAIOMb PAK MOBCMOI KUWKU, PAK
MOJNIOYHOI 3a103U, pAK WLIYHKY, PAK NepeoMixypo8oi 3alo3u, paK SAECYHUKIG, DAk
pomy ma MeiaHomy.

Howcepeno: C  Lucy Park, MD; Chief Editor: Harumi Jyonouchi,
MD more...Pediatric Common Variable Immunodeficiency Updated: Oct 16, 2018

https://emedicine.medscape.com/article/885935-overview

Komenmap pooouoi epynu:

Jlepmamonociuni nposaeu .

Mooice sunukamu anoneyis ma 2eHizooea anoneyis. Koowcnozo pasy, xonu
JMOOUHA 38€PMAEMbCA 3 PeyuousyrouuMu iHgekyiamu ma aioneyicro, npu
oughepenyianvHomy oiacnosi cnio epaxosyeamu Haaewicme 3BIl/]. B oonomy 3
0ociddicenb, npogedeHomy 6 Yuieepcumemi Xaoxcemmene 6 Typewuuni, Kilic ma
iH.  nogidomunu npo 12-piunoco Xaonuuxa, AKull mas peyuousyroui ingexyii
OUXAnNbHUX WIAXI6 I XPOHIUHY Oiapero 3 2-piuHoeco 6iKy. V eiyi 2,5 pokieé y Hbo20
3's16Un0C cMpiukonodibne n0Kanizo8ane UNAdinHs 80a0ccs (anoneyis), a yepes 1
PIK 6IH empamué yce 60J0CCA HA MLIL. Hozo cecmpa mana nooioui cumnmomu i
nomepaa 8i0 necenegoi ingexyii' y 6iyi 7 pokis. 11io uac nodanvuiux 00caiodcensv y
nayienma 6yno eusneieHo 3Hudxcents pieus IgG, IgA ma IgM y cuposamyi kposi ma
30invwenns xinokocmi CDS-nimgpoyumis. Kpim moeo, dionmam wkipu noxaszag
nepu@oniKyasapHuLl iHQhinempam MOHOHYKIEAPHUX KAIMUH.

Ulxipui ingexyii maxosc moxcyms Oymu cepuosHUMU, ¥ 00HO20 NAYiEHMA
ONUCAHO HeKpomu3yiouuil hacyuim.

V' nayienmie 3 3BI]] cnocmepicanucs sAK HEKpOmMu3ylui 2pamyibomu
(capkoioonodioni), max i HeKPOMU3YUL 2PAHYILOMU (MYOEPKYIbO3HI).

B oonomy eunaoxy, onucawomy Pujol ma in., cicmonamonociuna 6Oioncis
noxkazana nepusackyaapHi iM@oioni inginempamu y 6epxHboMy ma cepeoHbOMY
wapi oepmu 3 YeHMParbHUM HEeKpPO30M Ma NANICAOHOI0 2PAHYIbOMOIO.
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Cunopom, noOdibHuil 00 capkoioosy, modce epaxcamu nayicumis 3 3BlJ]. e
CUHOPOM  XAPAKMEPU3YEMbC  HEIHQEKYIUHUMU  WKIDHUMU 2PAHYTbOMAMU, 3
BICYEPATILHUMU 2DAHYTIbOMAMU Ne2eHb, NeYiHKU, Cele3iHKU ab0 KOH'TOHKMuUeU y
binbwiocmi  nayieumis, wo Jnedxcamv 8 O0CHOGL. L[i wkipni epanyrvomu €
Hecneyugpiuvnumu Yy nayiecumie 3 3BIJ] i mooxcymv  euensdamu K
MaKyJIonanyib03HUull UCUN, AK IH@IIbMPOBAHI epumemamosti nanyiu, OaAuKU,
giowiaposani nanyiu ma eupasku;, abo Ak eyswuku 3 eupazkamu. Illpu
2ICMONO2IYHOMY AHANI3] MAKI 2PAHYIbOMU HE MArmb 00O0JOHKU | GKIIOYAIOMb
oepmy abo niOwKipHo-dcupo8y Kiimxosuny. L[i necapkoioni, HemybOepKyibO3HI
Oe3CUMNMOMHI WKIPHI 2PAHYIbOMU YACMO BUTISIOAIOMb K MHOJICUHHI, Oe300/1iCHI
NIOWKIPHI 8Y3IUKU, NEPEeBANCHO HOKCMA-CY2no008i, a WKipa HAO GY3auKamu ado
HOPpMAbHA, abo 371e2Ka epumemamosHd.

Vpaoswcenus uacmo 3'senaiomvcs Ha obauuui ma  KiHyiekax i 3aeacou
acenmuyuHi. Bonu wacmo 3HuKaromsv npu JIKYBAHHI OCHOBHO20 3AXE0PIOGAHHA.
Mooice cnocmepicamucs 3aruwkosa cinepniemeHmayisi.

lTiosuwena wacmoma 3105KicHux Hogsoymeopens y nayieumise 3 3BI/] oobpe
giooma. llayienmu 3 3BI]] maromo niosuwjeHuti pusux po3eUmMK) AKMUHIYHOZO
Kepamo3y ma ni0CKOKAMUHHOI KAPYUHOMU.

Inwi 0depmamonoeiuni npossu 3B/ exntouaroms amoniunuii depmamum,
WIKIPHULL 8ACKYAIM, GKIIOUAOYU 8V3IUKOBUU nNoiapmepiim, ma noaimMopgui ceimii
sucunants. Oouax ye He cneyughiuni mapkepu 3BI/], i 60HuU He € nokazaHHAMU 04
NPU3HAYEHHs mepanii.

IDicepeno: Robert A Schwartz, MD, MPH; Chief Editor: Dirk M Elston,
MD more...Common Variable Immunodeficiency Jun 08, 2022
(https://emedicine.medscape.com/article/1051103-
overview?reg=1&icd=login_success _email _match norm)

Komenmap pobouoi cpynu:
DizukanvHi Oani
Ha siominy 6i0 nayicnmis 3 X-3uenienoio azammaconodyiinemieio bazamo
nayieumie 3 3a2aibHUM 8apiabelbHUM IMYHOOehiyumom Marms 2eHepanizo8any
nimghadenonamiio ma cnienomeeanito. IHwii  NO3UMUBHI  KIIHIYHI  3HAXIOKU
Qizuxanvroeo obcmediceHHs 3anexicamsv Gi0 KIAIHIYHUX NPOSABI6 ma 3any4eHHs.
opeanie. Jlimu Mon00uo020 GIiKy 3 3A2albHUM 6apiabenbHumM iMyHoOepiyumom
MOodHCymb npezenmygeamu 3ampumky pozeumky (FTT), emopunuy no 6ioHouienHo
00 CuHOpomMy Mmanbabcopoyii, acoyiiosanoco 3 IHGeKyiamu, 3anaibHUM
3AXBOPIOBAHHAM KUUKIBHUKY AOO cnpy-noO0iOHUM 3aX80PI0BAHHSM.
Jlughepenuyianvna diaznocmuka
* Aeammaecnobyninemis
* Cunopom Omen
* [lediampuuna acammaznooyninemis bpymona
* [lediampuuna mumoma
* Enmeponamis 3 empamoro 06i1Ky
* Taoickuti kombiHo8anuti iMyHoOediyum
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* Tpanzumopna 2inoecammaznodyiiHemis HeMo8Iam
* [log azanuil 3 X-xpomocomoro imynooeghiyum 3 2inep-1gM

Ibicpeno:  C  Lucy Park, MD; Chief Editor: Harumi Jyonouchi,
MD more...Pediatric Common Variable Immunodeficiency Oct 16, 2018

https://emedicine.medscape.com/article/885935-overview

Komenmap pobouoi epynu. cenemuyne OOCHIONCEHHS € BANCIUBUM | MOICE
oymu Kopuchum y paoi KIHIYHUX BUNAOKI8, mMOMY 4leHUu pobouoi epynu
PE3OMYIOMb OaHI WOOO0 2eHEeMUYHO20 MeCMYBaAHHSI 3 HACMYNHUX O000AMKOBUX
ooicepen:

Vorechovsky I, Cullen M, Carrington M, et al. Fine mapping of IGAD1 in IgA deficiency and
common variable immunodeficiency: identification and characterization of haplotypes shared by affected
members of 101 multiple-case families. J Immunol 2000; 164:4408

Burrows PD, Cooper MD. IgA deficiency. Adv Immunol 1997; 65:245

Lo B, Zhang K, Lu W, et al. AUTOIMMUNE DISEASE. Patients with LRBA deficiency show
CTLA4 loss and immune dysregulation responsive to abatacept therapy. Science 2015; 349:436

Tangye SG, Al-Herz W, Bousfiha A, et al. Human Inborn Errors of Immunity: 2022 Update on the
Classification from the International Union of Immunological Societies Expert Committee. J Clin
Immunol 2022; 42:1473

bruszvxo 90% nayienime 31 3BIJ] He maiomb y cimeuHomy aHamuesi
3ax60pr06ansb Ha 8pooddcenuti imyHodegiyum. Jluwe y 10% nayienmis y poouuis
manu micye 3Bl], cenekmusnuii oeiyum IgA, oegiyvum cyoknacie 1gG, oegiyum
CReYUDIUHUX aHMUMINL YU Y HUM CHOCMEePieanact 8IOHOCHA 2in02amaaniooyiineMisl.
Yenaoxysauns 6yno sk agmocomuo-peyecusnum max i agmocoMHO-00MIHAHMHUM.

3acanom cememuyne mecmy8anHs He € 0008 A3KOGUM Ol NOCMAHOBKU
oienozy 3B/ Ilpome, cenemuune mecmysaunHs Modxce Oymu KOPUCHUM OJis
PO3YMIHHA 2eHeMUYHOI NPUYUHU Ma 0N MeOUKO-2eHEeMUYHO20 KOHCYIbMYBAHHS
npu  naaMyeamui cim’i. B okpemux eunaokax, Koau O JiKYBAHHS
BUKOPUCTNOBYEMbCA cheyudiyne NiKYS8aAHHSA, 2eHemuduHe mecmy8aHHs Modce Oymu
kopucuum. Hanpuknao, npu 3axeoprosanns enacniook mymayiu CTLR4 yu LRBA,
KO 0151 mepanii suKopucmogyiomscs abamayenm i/uu cupoiimyc [55].

Ilpu oeghiyumi cneyughivnux monexyn ceHemuuHuii Oegpekm Mmodce Oymu
s3nHaudenun y 25-50%. Bapianmu ecenemuuyHoi nOCIIO06HOCMI MalOmMb K
A8MOCOMHO-00OMIHAHMHUL MA ABMOCOMHO-PEYECUSHUN 8aAPIAHM YCNAOKYBAHHS 3
pisHoio nenempaumuicmio. Jlegpekmu cneyudiunux MoneKyr npeocmasieHi y
maobauyi

Taonuuysa 1. Monozenni oeghekmu, uio noe’a3ami iz 3a2anvHuMm eapiadebHUM
imynooepivumom

ecpexm I'en Ycnaokysannsa Jabopamopni Kniniuni nposeu
NOKA3HUKU
Hegiyum TNFRSF13C (BAF AR Husvki pisni 1gG, IgM Pizni kniniuni
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peuenmopa
BAFF
eghivum
TWEAK

TACI
dehiyum
oepiyum
CD19

dehiyum
CD81

dehiyum
CD20

dehiyum
CD21

PIK3CD
GOF

Odehiyum
NFKB1

Odechiyum
NFKB2

depiyum
IKZF1
(IKAROS)
depiyum
PIK3R1

25
F-R)

TWEAK (TNFSF12)  AJ

TNFRSF13B (TACI  AJ], AP
)

CD19 AP
CD81 AP
CD20 AP
CR2 AP
PIK3CD All
NFKB1 ATl
NFKB2 ATl
IKZF1 ALl
PIK3R1 ATl

Husoki pisni IgM, IgA,
Hedocmammicms
aHMUmia npomu
NHEBMOKOKIB

Huswki pisni IgG, IgA
ma/uu IgM
Huswki pisni IgG, IgA
ma/uu IgM

Huswki pisni IgG, Huzvki
pisHi abo Hopmanvhi IgA,
IgM

Huswki pisni IgG,
HOpMAbHI a0 niosuuyeti
pieni IgM ma IgA

Huswki pisni IgG,
nopyutena 8ionogiosb
npomu NHeBMOKOKI8
Huswki pisni IgG ma IgA,
nioguwyeni pigni IgM

Hopmanvni abo nusvki
pisni I1gG, IgA, IgM;
HU3bKA KibKicms abo
HOpMANbHA B-KNiHUH,
HU3bKUIL piéeHb B-
nimpoyumie nam ’ami

Husbki pisni IgG, IgA,
ma IgM; nuzvke yucno B-
KIIMuH

Husvki pisni IgG, IgA
ma/abo IgM

Tinoeamaznobyninemis,
niosuweni pigui IgM

nposeu

IIneemonis,
baxmepianvHi
iHgexyil,
bopooasku,
mpomMooyumonen
isl, Helmponenis
Pi3ni kniniuni
nposieu
Tloemopmni
iHgexyil,
MOANCIUBUTL
enomepyioneppu
m

Tlosmopmni
iHgexyil,
MOANCIUBUTL
2nomepyioneppu
m

Iloemopmni

ingexyii

Tlosmopmni
ingexyil

Tlosmopmni
ingexyii;
3HUdICEHT abo
siocymmi npo-B
xnimunu, EBV
ma CMV
Ilosmopmni
CUHONYIbMOHAPH
i inghexyii,
COPD, EBV-
nponighepayis,
ABMOIMYHHI
yumonewii,
anoneyis,
aemoiMyHHUL
mupoioum
Iloemopmni
CUHONYIbMOHAPH
i inghexyii,
anoneyis,
EeHOOKpUHONnamii
Iloemopmni
ingexuyii, I'7IJ1

Ilosemopmni
iHgexyil,
3HUMICEHT aDO
sidcymui npo-B
xuimunu, EBV
ma CMV
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Ooechiyum IRF2BP2 All Tinoeamazcnobyninemisn Ilosmopni
IRF2BP2 iHgexyii, xonim
Odechivum MOGS (GCS1) ALl Tinocamaznobyninemis Baxmepianvni
MAHO3UJI- ma 6ipycHi
onizocaxapuo iHgexyii, msoicki
2NI0K03UOa3u HeBpONOIuHI
3aX80PI0BAHHS,
3ampumxa
PO3GUMKY,
2INOMOHIA,
cyoomu,
ousmoppiuni
pucu
dehiyum PTEN All Huswki pisni IgG, IgA,; Iloemopmni
PTEN no2amna npooyKyis iHgexyii;
anmumin CUHOPOM
Koyoena,
Maxpoyeganis
dehiyum TRNT1 AP B-kaimunna nimgponenis; | Bpoodoicena
TRNTL1 naueinozamaznooyiinemis = cuoepooiacmmua
anemis, 2uyxomd,
3ampumra
PO36UMKY

Komenmap pooouoi epynu:

Yepesz me, wo npu 3azaibHom)y eapiabenbHomy IMyHOOe@iyumi He 8 YCix
BUNAOKAX 80AEMbCS BUSHAYUMU NAMO2EHHI Mymayii, iON08I0AIbHI 3d PO36UMOK
3aX80PIOBAHHS, 0iacH03 6A3YEMBCA HA KIIHIKO-1A00PAmMOpHUX KPUMEPISX.

Ynenu pobouoi epynu nNponouyroms 63amu 3a O0CHO8Y Oiacno3y 3B/l
oiaeHocmuyHi Kpumepii Kiiniunozo odiacno3y I1l]] €eponeucvkoco moseapucmea
imynooegiyumie ESID, 2019 (https://esid.org/Working-Parties/Registry-Working-
Party/Diagnosis-criteria), wo sxurouaroms

U{OHAlIMEeHuie 0OHe 3 HACMYNHOZ20:

" nidgUWEHA YYMAUBICMb 00 iHeKyil

" QYMOIMYHHI 3AX60PHGAHH

" 2paHyIbOMU

" ponikaoHanvbHa nimgonponighepayis

" cimeunull anamues oegpiyumy AT-ymeopenHs

TA

= cymmege suudicennsi IgG ma IgA 3 abo 6e3 3nuoicenns IgM (6usnaueni
WoOHAUMeHwe 08IUl; 3HUNCEH] WOHAUIMEeHUE HA 2 CUSMATbHUX BIOXUTEHHS
810 8iK0B0I HOpMU)

TA
wjoHatiMeHue 00He 3 HACMYNHO20
" noeaua 8i0noeiov Ha akyuru (i/abo 8i0Cymui i30cema2iiOmuHing), moomo
BIOCYMHICMb 3aXUCHUX PIBHIB HE38AJICAOYU HA 8AKYUHAYIIO maM, Oe ye
B8U3HAYEHO

" nuseki B-xnimunu nam’smi (<70% 6i0 8ik06020 HOPMAILHO20 3HAYEHHS)
TA


https://esid.org/Working-Parties/Registry-Working-Party/Diagnosis-criteria
https://esid.org/Working-Parties/Registry-Working-Party/Diagnosis-criteria
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" GMOPUHHI NPUUUHU 2INO2AMMAIO0YIHeMI] 8BUKII0UeH] (HanpuKiIao, mpama
OinKa, K, 3105KICHI YMBOPEeHHS)
TA
" JiacHO3 BCMAHOBIIOEMbCA Y iyl nicas 4 poxis (aie CUMIIMOMU MONCYMb
oymu npucymui paniuie)
TA
" gidcymHi 03HaKu enuboxoco oegpexmy T-nimgoyumapnoi 1auku, 8UsHaAYeHi
AK 2 HageoeHi Hudcye:
" xinvkicmv CD4 / mikponimp. 2-6p <300, 6-12 poxie <250,> 12 pokis
<200
» % naiénux CDA4: 2-6y <25%, 6-16y <20%,> 16y <10%

" gidcymus nponigpepayis T-xnimun

Treatment and management of primary antibody deficiency: German
interdisciplinary evidence-based consensus guideline (2020)

3amicHa Tepanis IgG npu nepBuHHUX AeiUTAX AHTHTIJ

OnyOmnikoBaHl JOKa3u JO3BOJIAIOTH 3TpymyBaTH JediUUTH aHTUTUI Ha
3aXBOPIOBAHHS 3 «BHU3HAYCHOK KOPHCHICTIO», «BIPOTITHOIO KOPHUCHICTIO» Ta
«MOKJTMBOIO KOPHCHICTIO» 3aMimieHHsa [gG Ta Ha Ti, ipu skux 3amimedHs IgG He
IPUHOCUTH KOPHUCTI. Bu3HaUeHHs KIIiHIYHOI €()eKTUBHOCTI MOXYTh HE IMOBHICTIO
NEepPEeKpUBATUCS 3 IMYHOJOTIYHMMH BHU3HAYEHHAMH ab0 3 MOJEKYJISIPHO-
T€HETUYHOIO0 OCHOBOIO Je(IUTIB aHTUTLI (HAMPUKIIA, «T1IIOraMMariiooyIiHeMis
a6o «aedinutr NFkB1» MoxyTh OyTH cTaHamu 3 JOBEACHOK abo Juiie 3
BIPOTIIHOKO KOPHMCHICTIO B 3aJIEKHOCTI Bil BIICYTHOCTI a00 HasIBHOCTI
cienuiYHUX aHTUTUIBHUX BIANOBiIEH Ha BakuuHaIi0). Iloka3zaHHs 110110
3amimenHsa [gG mpu rinorammario0ynineMii Mmae 6a3yBaTHCh — IOHAMMEHIIIE — Ha
MiABUIICHIN CXUIBHOCTI A0 1H(EKIN Ta Ha OMIHIN cHeU(IYHNX BaKIIMHATBHUX
BignoBiaeil. Jlo mouarky 3amimenss [gG npu rimorammario0yniHeMii MatoTh O0yTu
oriHeHi crenudiuHi BIANMOBIMI HAa BaKIWHAIiO. [HAWBITyalbHI BIAMOBIAI Ha
BaKIIMHU MAalOTh OI[IHIOBATHUCH Pa30M 3 JIOCBIAYCHUM KIIHIYHUM IMyHOJOTOM. e
Mae MPOBOAUTHUCH A0 3aMicHOi Teparii IgG, OCKUIbKM BIJIOBiI Ha BaKIIMHAIIFO
0e3CyMHIBHO HE MOXKYTh OIIHIOBATHCH Micis 3amimieHHs [gG. AnbrepHaTUBHO, Y
HEBAaKI[MHOBAaHUX OCI0 TUTPU AHTHUTUI MPOTH MATOTEHIB, 3aJI0OKYMEHTOBAaHUX Y
narienTa (Hanpuknan, Haemophilus influence) Takox € kopucHuMHU. Y MAIi€HTIB 3
aramMmMarjaoOyiiHeMiero Ta/ab0 TSHKKO XBOPHMX IIAIIEHTIB OIIHKA BIANOBIICH Ha
BaKIIMHH € HEOOOB’ I3KOBHMH Ta HE MAIOTh 3aTPUMYBATH MOYaTOK 3amimieHHs [2G.

ba3oBana Ha KOHceHCyci pekoMeHaanis 1:

«lo nouamky 3amicnoi mepanii IgG Mmu pexomeHOyeEMo OUIHKY
cneyuivHux aHumuminbHuUX 6ionogioeil Ha eakuuHayiro. Y KAIHIYHO
HEBIOKIAOHUX CUMYAUIAX MU HE PEKOMEHOYEMO 6I0KI1A0amu noYamox mepanii
3a paxynok oiaznocmuunux eaxyunayiu. Ilpu azammacnobyninemii ouinka
6i0noeioell Ha 6aKUUHU € HE0008 ’A3K060I0)

ExcnepTHHil KOHCEHCYC: CHJIbHUH KOHCEHCYC
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JediuuTH aHTUTI 3 10BEeICHOK e(PeKTUBHICTIO/N0BEICHOI0 KOPUCHICTIO
3amimeHns IgG

Aeammaenobyninemis

[Ipu arammarnoOyninemii (IgG< 2 r/m) ta BiacyrtHocTi B-kiitun (< 2% B-
KIITUH y nepudepuuHiil KpoBi) epeKkTUBHICTH 3aMmilieHHs IgG € noBeaeHoro [8-
13].

ba3oBana Ha KOHCeHCYCi pekoMeHaaNist 2:

«Mu pexomendyemo 3amicny mepanito IgG npu azammaznooyninemiiy.

PiBenb noka3oBocTi: 2; PiBeHb pekomengamii: A

T'inocammaenobyninemisn 3 nopyuleHHam 8i0N0Gi0i Ha 8AKYUHAYLT

Tinep-1gM-Cunopomu  ([lepexkm nepexntoueHus Kiacig IiMyHO2N00VNIHY):
Buacnimoxk  nedexkty  pekoMOiHamii  KiaciB  IMyHOTJIOOYNIHY — MAaIll€EHTH
JEMOHCTPYIOTh HU3bKUM piBeHb IgG Ta IgA, HopManbHUil a00 MiIBUILIEHUI PIBEHb
[gM, HOpMaJIbHY KiTBKICTh B-KIIITHH 1 XapaKTepU3YIOThCS 3HAYHUM MMOPYIIECHHSIM
crienup1YHUX aHTUTUTBHUX BIJMOBIICH HA BakMHAIII0. EGQEeKTUBHICT 3aMillIeHHSI
IgG € noenenoro [12,14-17]. Uepe3 cymytHiii nediut T-kimiTH, 0cOOIMBO MpU
nedimuti CD40L 1 nmedinuri CB40, Bce X Taku ICHY€ IABUIIEHUN PHU3UK
onoptyHictTuuHux iHpexuii [15.16]. Kpim inimiamnii 3amimenns [gG, namienta 3
HIGM wmatoTh O1iHIOBaTHCh HA MOKJIMBICTh TPAHCIUIAHTALll CTOBOYPOBUX KIIITHH
[18].

3acanvui eapiabenvui imynooepiyumni poznaou (3BIJ]): 3aranbHuii TepMiH
«3BIJI» BIrO4ae OUTHIIICTh KIIHIYHO 3HAYymuX aedinutiB antuTil. CydacHi
KpuTepii JiarHOCTUKH  €Bpomeiickkoro ToBapucTBa 3 iMyHomedinuty (ESID)
nepepaxoBani y Tabmumi S4 Ilixtpumyrouoi indopmarlii. IcHye noBeneHa
epexTuBHicTh 3amimenns IgG npu 3BIJ] [11-14, 19-23]. TlamieHTH MOXYTh
CTpaXJIATH BiJ MIJBUIIEHOT CXHUIBHOCTI A0 1H(MEKIIIH Ta BiJ IMyHHOT TU3PETYIAIIIT
(muBuCH po3ain 5). HaBiTe 3a BIACYTHOCTI CXWIIBHOCTI 710 iH(EKIIN iCHYEe CUIBbHUN
KOHCEHCYC €KCHepTiB, mo 3amimieHHs [gG mae posrnsnaTtucs y namieHTis 3 3B/
Ha IMYHOCYIIPECUBHIM Teparrii Ta/abo mpu IMyHHIH IIUTOIICHI1.

ba3zoeana na koncencyci pekomenoauisa 3a:

«Mu pexomenoyemo 3amicny mepaniio IgG npu cinocammaznoodyninemii 3
8I0CYmMHBOI0 ab0 3HAYHO nopyuieHorw chneuughiunow npoodykuyicrw IgG ma
ni0GUUEHOI0 cXUNbHICMIO 00 THeKuyii)

Pisenv ookazoeocmi: 2; pieenv pekomenoayiii: A

bazoeana na koncencyci pexkomenoauisa 3b:

«Y nauienmie 3 zinocammacznooyninemicro ma 6iOCymHbOW A06O 3HAUHO
nopywenorw cneuugiunorw npooykuicro IgG 3amiwmenna IgG  moonce
Po32120amucey Hasimv 3a 6iOCYMHOCHMI RIOBUUIEHOT cXUTbHOCMI 00 [HeKuiil,
AKWIO RPUCYMHA KIIHIYHO 3HAUYWa IMYHHA ouspeyaayia (iMyHHa WUMmoOneHia
abo iHwi Heingexuyiiini manigpecmauii, w0 nompedyrOmov IMyHOCYRpecusHol
mepanii)

ExcnepTHHil KOHCEHCYC: CHJIbHUHM KOHCEHCYC
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JediuuTH aHTUTIJI 3 BIPOriIHOIO e(peKTHBHICTIO/BIPOriIHO0 KOPHCHICTIO
3amimeHns IgG
T'inocammaenobyninemisn 3 HOPMAILHOIO 8I0NOBIOOI0 HA BAKYUHAYTIO, OOHAK 3
ni0BUWEHOI0 CXUTbHICMIO 00 THGheKyiil
Hexnacugpixkosanuii  oegpiyum  aumumin  (uAD) abo  idionamuuna
einocammaznodyninemia. 1l rpyma BKIOYAaE CTaHM, $KI HE BIANOBIIAIOTH
BU3HAUYEHUM KpUTepisiM arammarioOyninemii, 3BIJ] abo iHmi pnediuuTy aHTUTLI
(manpuknan, cenektuBHui nedinut I[gA; muBuck IligTpumytouy iHdopmarrio
Tabnuuio S5 ana BusHauens ESID). Cepen miei rpynu Jesiki Mami€eHTH MOXKYThb
Oytn kiacu@ikoBaHl SK TiMOraMMmarioOyJiHeMis 3 MOPYUIEHHSM aHTUTIIbHUX
BIJINIOB1JIEM Ha BakIMHAIIO (AUBUCH BHIlE). Hemae mMpoCneKTUBHUX AOCIIIKEHb
mo/10 ehekTuBHOCTI 3amimieHHs [gG y mux naiieHTiB. PileHHs 11070 3aMillieHHs
IgG mae 6a3yBaTuch Ha piBHI AediuuTy 1gG Ta TsOKKOCTI iHeKin [24,25].
«CrenndiyHa aHTUTUIBHA HeMOCTaTHICTH» (SAD) Bu3HauaeTbes 3a
NOPYIICHHSIM  yTBOPEHHS  CHeUM(PIUHUX  AHTUTUT  (TEPEeBaAXXHO  MPOTH
noJlicaxapu/iiB), HE3Ba)Kal0Ud Ha HOPMaJIbHI 3arajbHi piBHI Ig Ta HOpManbHy
KUIbKICTh B-kiitun [26,27]. ¥V KIiHIYHIN MpaKTUIll BiMOBIAL HA HE-KOH IOTOBaHY
ITHEBMOKOKOBY BaKI[MHY € IIMPOKO JOCTYIHOIO SK cyporaT s omiHka SAD.
[HTepripeTallis aHTUTUIBHUX BIJANOBIICH HaA TOJNicCaXapuaud Ta IOKa3aHHS 0
3amimenHa [gG maioTh 0OroBOPIOBATUCH 3 JIOCBIAYEHHM IIEHTPOM 3 MEPBUHHUX
imynonedinutie  [28.29].  IIpodinakTuyHe  BUKOPHUCTAHHS  aHTHUOIOTHKIB
pPEKOMEHAYEThCS K Tepina JiHis jgikyBanHs npu SAD [30]. 3amimenus 1gG npu
SAD pekOMEeHIY€EThCS y MAIIEHTIB:
- 3 Iy’Ke 4aCTUMU Ta/ab0 AyKe TSHKKUMH 1HQEKIISIMH;
- 31  3HAQYHUM  TIOPYIIEHHSM  BIJANOBiAI  BakIMHAIIWD 3
HEKOH FOTOBaHUM  TIOJIiCaXapuJOoM ITHEBMOKOKOBOIO BakIuHOWO (< 2
ceporpyn MHEBMOKOKY IIPH KOHIIEHTparii > 1,3 MKr/mir)
- 3 TSOKKUMU TOOIYHUMHU e(EeKTaMHU BHACHIIOK MPOQIIaKTHKH
aHTHOloTHKaMH, a00
- 0e3  KIIHIYHOTO  TMOKpAIIEeHHS  micias  npodilakTUKH
aHTUO10TUKAMHU.
SAD Mosxe BKa3zyBaTH Ha OUTHII TSXKKI IEPBUHHI IMyHOJE(DIIIUTH Ta TIOBUHHA
IHIIIIOBATUCH TTOTJIMOJICHA IMYHOJIOT1YHA JIIarHOCTHKA.

Habip monocenemuunux nepeunnux imynode@iyumie 3 NOPYUIEHHAM
VMEOPEHHA AHMUMI

JlomaTkoBO 1O CTaHiB, SKi OOTrOBOPIOBAIWCH BUINE, € IHII TEPBUHHI
iMmyHOAEeinuTH 3 BipoTigHOI edekTuBHICTIO 3amimenHs 1gG [31-37].

ba3oBana Ha KOHceHcYci pekomMeHaanis 4

«Mu npononyemo 3amicuy mepaniro IgG y nauyienmie 3 nidguuienoio
CXuibHicmio 00 iIHeKuyiii 3 2inocammaziooyninemiclo ma HOPMAITbHUMU
8I0N0GIOAMU HA GAKUUHU ™)

Excnepmuuii KoHucencyc: cuivbHuil KouceHcyc (Fousucv po3oin 3 wo0o
8i0N0BI0I HA BAKYUHAYIIO)
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JediuuTH aHTUTIJT 3 MOKIMBOIO KOPUCTIO Big 3amimenns IgG

BBonvosanuii deghiyum nioknacy IgGl-3, xkombinosanuii oepiyum IgA/IgG
nioxkaacy

Hani mono 3amimenss 1gG npu nedinuri ninknaciB IgG, K1 BUZBHAYAIOTHCS
4K 13051p0BaH1 Aediuutu niakaacis [gG npu HopmaneHux piBHAX [gG 1 B-kiitun, €
HEJOCTaTHIMHM JUTsl pEKOMEH/Iallii Ha JI0Ka30Bii 0a3i [38-42].

ba3oBana Ha KOHCeHCYCI pekoMeHaalis S:

«IIpu nocmiitno niosuwieninn cxuabHocmi 00 iHpeKyill He3zea)caruu Ha
npoghinakmuxy anumuoiomukamu 3amiwienua IgG moowce pozenadamuce npu
i30/1608aHOMY 00 KOMOIHO8anomy Oeghiyumi nioknacie IgG.

PiBenb noka3oBocTi: 4; PiBeHb pexomenaamii: A

Tpanzumopna cinoeammaznoybdninemis inghanmis

TpansutopHa rinorammarioOymninemis iHdantie (THI) BuszHawaerbcs sk
MOJIOBXKEHHSI HIDKYMX 3a HOpMY piBHIB IgG, ske 3HuKae 3 BikoM. Cnenudiuni
AQHTUTLUIBHI BIJMOBII1 HA BaKI[MHAIIIO € HOpMalbHUMHU. JlaH1 11010 3amimenns [gG
npu THI € HenocTaTHIMU 711 peKOMEH/1alliil Ha JoKa30Biil 6a3i [43,44].

JedinuTn aHTUTIN, SIKi BIPOriIHO He MAKOTh KOPHUCTI B 3amimeHHs IgG

Cenexmuenuii oegiyum IgA

[Tokazanp 1o 3amimmenHns [gG npu cenekruBHOMy aedinuti IgA Hemae.

Cenexmuenuii oepiyum IgM

€ Jymire peTpoCreKTHBHI JOCIIKEHHS 3 HEBEJIWKOI KUTBKICTIO MAIll€HTIB,
SKI BUKOPHUCTOBYBAJIM HEYITKI BU3HaueHHSA nedinuty IgM. Jledki marienTu
MOXXYTh MPE3CHTYBATH MIABUIIECHY CXMJIBHICTh 10 iHDeKmin [45-47]. HaHi momo
samimienss IgG He HemocTaTHIMH Uil 0a30BaHWUX Ha JOKa3axX PEKOMEHJAIIii.
«CenextuBHui nedimur IgM» NOBHHEH 1HIIIIOBATH MOTIMOJEHY IMYHOJIOTIYHY
TIarHOCTUKY, OCKUIBKH BiH MOXKE BKa3yBaTH Ha TSDKK1 MEPBUHHI IMyHOIe(DIITUTH.

Hegiyum IgG4-nioxknacy

Hani mono 3amimenss [gG npu «aedinuti nigknacy 1gG4» € HemocTaTHIMH
st 6a30BaHUX Ha JIOKa3axX peKoMeHjamii. JIoCTymHi MaHi 4iTKO € MPOTH
samimenns [gG.

ba3oBana Ha j0oka3ax pekoMeHaalisa 6:

«Mu ne pexomendyemo 3amichy mepaniro IgG npu cenekmueHomy
oedhiyumi IgA, oeghivumi IgM ma oedpivumi nioknacy IgG4, akuio 6ionoesioi nHa
BAKUUHAYIIO € HOPMATTLHUMU)

ExcrniepTHM KOHCEHCYC: KOHCEHCYC.

Hedinutn anTuTin npu kKomOiHoBaHomy aediumti T/B kiaitun 0e3
BH3HAYEHOI FTeHETUYHOI NPUYUHHI

VY naumieHtiB 3 rinorammarioOyiiHeMiero Tpu  komOiHOBaHomy T/B
KJIIITUHHOMY J1eIIKTI 3 X04a O ABOMA 3 HACTYITHUX TPHOX KPUTEPIiB:

(a) 3umxenns piBHs CD4+T-xnitun: <300/mki Ha Bik 2-6 pokiB, <250/Mkin
Ha BiK 6-12 poki, <200/Mxk1 npu Biti >12 poxis;
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(B) 3umkeHHs BiACOTKY HaiBHUX CD4+T-kmitun: <25% Ha 2-6 pokis, <20%
Ha 6-16 pokiB; <10% Ha >16 pokiB;

(c) 3umkenHs BiAmoBiAl T-KIITHUH HA CTUMYJIAILIO peuenTtopy T-KIiTHH abo
CTUMYJISIII0 MITOT€HAMU

OiABUIIEHHS PU3UKY ONOPTYHICTUYHUX 1HQeKuii € Biporigaum [48].
Pekomennyerbcsi nonatkoBa mnpodinaktuka aHtuOiotukamu TMP/SMX  [49]
(muBuchk posain 7). I'eHeTnyHa [iarHOCTUKA PEKOMEHAYEThbCs. [lpu TsHKKOMY
nopymeHHi T-KJIITUHHOTO IMYHITETY HACTIMJIMBO PEKOMEHAYETbCS OIlIHKA Y
LEHTP1 3 AOCB1IOM 3 aJIOT€HHO1 TPAaHCIIAHTallli CTOBOYPOBUX KIIITHH.

ba3oBaHa Ha KOHCeHCYCI pekomMeHaalis 7:

«Y nauienmie 3 Oooamkoeum nopywiennuam T-knimun, nuwe 3amicHa
mepania IgG moxce ne oymu oocmamuvoro. Mu peKomMeHoyeEMoO HANPABIEHHA
00 ueHmpy 3 HNepPEUHHUX IMYyHOOepiuumie, WO 6KIIOYAE eKcnepmusy 3
mpancniaanmauyii cmoeoyposux Kiimun 3a HeoOXiOHOCmi)).

ExcneprHHil KOHCEHCYC: CHJIBHUHM KOHCEHCYC

IIpakTnuHe BegenHs 3amimenns IgG

Llnsax egeoenns

Pi3Hi u1XW 3acTOCYBaHHS € JOCTYITHUMH JUTs 3amitneHHs 1gG.

BBII': BaytpimaboBeHHe 3aMinieHas [gG (BBII') moBUHHO MpOBOAUTHUCE TT1]T
MEIUYHUM HarJIsa0M Y JIKapHi, y amMOyJIaTOpHOMY BiJIIJIEHHI a00 y MpUBaTHIiN
NMpaKTUIli, SKI 3HAIOThCA Ha 3actocyBaHHI IgG (nerasibHa 00OOB’S3KOBICTH Y
Himeuuuni).Inmii kpaiHu TakoX HAJAalOTh MOXIJIMBICTH INPOBEICHHS JIIKYBaHHSI
BBII" Ha nomy.

T Tlpu migmkipuomy 3amimenHi 1gG (Slg) IgG BBomuThes uepes
KaTteTep Ta Momny (aJIbTEPHATUBHO BPYUYHY SK «IIBUAKUAN TyID» Yy MIAMIKIPHY
TKaHUHY (3a3BUYail y 4epeBO, CTErHA YU PYKH).

HIHIT:  «nonermene 3amimenns [gG»  (fSIg) xombOinye minmkipHe
BBEJCHHS IMYHOIJIOOYJIIHIB 3 IMOMEPEAHIM 3aCTOCYBaHHIM riaayponigasu [50-52].

[Migmkipui 3amimenns 1gG, TTHIIT (SIg) 1 T (fSIg), € ninen3oBaHUMU
JUIS JTOMAaIIHboro JiikyBaHHs. Y marieHTiB Ha [T «moB’s3aHa 31 31M0pOB’sIM
AKICTh JKUTTS» TOKpalryeThes cuibHime, Hbk Ha BBID [53-59]. o mouatky
JIKyBaHHS Ha JOMY MPU3HAYAIOUHMM JIIKapeM Ma€ HaJlaBaTUCh 1HPOpPMOBaHA 3roja
Ha 3actocyBaHHs IgG. BuyrtpimmbpoMm’si30Be 3actocyBanns IgG (BMIIT — IMIQ)
OinbIIe HE PEKOMEHIYETHCS.

ba3oBaHa Ha KOHCceHCYcCi pekoMeHaalis 8:

«llonieanenmni npenapamu IMyHO2100yNiHY PI3HUX GUDOOHUKIE €
pieno3nauno egpekmuenumuy.

ExcrniepTHM KOHCEHCYC: KOHCEHCYC

ba3oBaHa Ha KOHCceHCYCi pekoMeHaalist 9:

«Mu ne pekomenoyemo eHympiminbom’azoee 3amiugennsn IgGy.

PiBenb 10Kka30BOCTiI: 2; PiBeHb pexkoMenaanii: A

ba3oBana Ha KoHceHcyci pekoMenaanis 10:
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«lIliowmkipne ma enympiwinvoéenne 3amiuienua IgG € exeieanenmuo
ehekmuenum»

PiBenb n1oka3oBocTi: 2; PiBeHb pekomenaamii: A

Jlozysannsa i opeanizayis mepanii

3acanvui  3aysasxcenna: YcmimHicTh 3amimieHHs  IgG moxke  Oyrtu
MIATBEPIKEHA 32 PaXyHOK 3aJIMIIKOBHUX PIBHIB, 110 BH3HAYAIOTh KOHLIEHTPALIIO
IgG Ta uepe3 3aNMIIKOBUN piBEHb, SKUH MOTPIOEH JJisI 3HAYHOTO KITHIYHOTO
nokpamieHHs («O10JIOT1TYHUN 3aluIIKOBUM piBeHb») [60,61]. «3anumkoBuit
piBEHb» BHU3HAuUaeTbcsad K KoHIEHTpauis IgG y cupoBaTii mepen HACTYIHHUM
3amimieHHaM 1gG. MiHiManbH1 3aIMIIKOBI PiBHI PO3LIHIOIOTHCS K HEOOXITHI JJIs
JI0CTaTHbOi  mpodimakTuku  iHPekuin. Yepe3 BITHOCHO CcTaOLIbHI  PIBHI
cupoBatkoBoro IgG mpu I, sxuii BBoauThes yactimie, Hibx BBID, Tepminy
CTaOLTBPHOCTI CTaHY HA/IA€ThCS TIepeBara.

BBII™: Ebextunicts BBII' nist 3HMKEHHS KUTBKOCT1 1H(EKI[IH € JOBEACHOIO
[11,13,62]. OnHak, ICHYIOTh HIMPOKI 1HAMBIIyaJIbHI KOJHMBAHHSA Y MOTPIOHMX
3IMIIKOBUX PiBHAX [23]. € mocTaTtHs JOKa30BICTh, IO TSDKKICTH 1H(EKIN €
3BOPOTHBHO MPOMOPLIHHOI0 A0 3aTUIIKOBUX PiBHIB IgG Ta 110 3aIUIIKOBUI PIBEHb
> 4,5 r/n 3HWKYye piBeHb OakTepianbHuX iHPekmii [63]. Mera-aHani3 4acToTH
ITHEBMOHIi y KOpeJsIii 3 3aaumkoBuMu piBHsAMU [gG mmokasas, 110 1’ SITHPa30Be
MiBUIICHHS YacTOTH TpH 3ajduiikoBoMy piBHI y 5 1/m (0,113 nHeBMOHIN/Ha
naiieHTa/Ha pik) y TMOpIBHAHHI 3 3anumkoBuMm piBHem y 10 r/m (0,023
ITHEBMOHIi1/Ha TmalieHTa/Ha pik) [64]. [anuBinyanbHe M03yBaHHS 1 3aJIUIIKOBI PiBHI
MOXXYTh TaKOXX 3HAYHO 3aJeXaTH BiJg KOMOPOITHOCTI (HANpHUKIIAI, MPUCYTHOCTI
OpoHxoekTa3iB) 1 0a30B01 mpuUuMHU 1l 3amimneHHs [gG. 3aranbHa pexoMeHaalist
I10JI0 3aJIUIIIKOBOTO PiBHA Yy > 4,5 I'/71 TAKUM YHHOM HE BUKIIIOYAE TOTO, IO JIESKI
0ocobu MOXyTh nmoTpedyBatu 3anuimkoBux piBHiB IgG > 10 r/n («ExcniepTHa Touka
30py»). burbmricts kiiHiucTiB moynHae 3amimieHHs [gG 3 400-600 mr/kr macu
tina [65]. 3Buuaitauii inTepBai s BBIT cranoButs 21-28 nuiB. OnHAK, IHTEpBAI
1 J03a TOBWMHHI OyTH IHIMBIAyaJIbHO MPUCTOCOBaHI [66]. Mu pexkoMeHIyeMo
posnounHatu BBIT" 3 10% po3unHom mpu mBuakocti BBeaeHHs y 0,5-1,0 mur/kr
Macu Tila/Ha TOJAWHY, OCKUIBKH OUIBIIICTh MOOIYHMX e(]eKTiB MoB’s3aHi 31
IMBUJIKICTIO BBeAeHHs. IIIBUAKICTh BBEJCHHS MOXE OYTH MiABUIIECHA ITOCTYIIOBO Y
BIIMOBITHOCTI IO IHCTPYKITili BUPOOHUKIB.

HILHIT i HIHIIT: Tpu nikyBanui [THIIT iMmyHOTmI00Y 1iH MOTpAIisie y KpoB
gepe3 mniM(paTUYHI CYAWHHU, M0 MPU3BOIUTH N0 IHIIOI (PapMaKOKIHETHUKH.
Ockinbku 00’ eMu 1H €Kil Ha mepion JikyBanbHOI cecii € mis [T amwkanmu, e
JTiKyBaHHS Ma€ TMPOBOAUTUCH dyacTime, HiK npu BBI[. B 3amexHocTi Bin
KIiHiyHOTO cTaHy 1 Macu Tina [T 3acTtocoByeThest 1-2x/THxAeHL a00 HaBITH
KOXXEH HACTYyIMHUH THXACHb. JlJIT MTOpOCIUX 3BUYAMHUMH 00’ €MaMU Ha 1H €KITIIO
Ha Mmice € 10-25 mur, mis mitei MeHire (B 3aieXHOCTi Big Baru). [[ins mBumamoro
nocsarHeHHs 1utkoBoro piBas 1gG TTIIIT 1HimMiaasHO BBOAUTHCS B IBOX /10 TPHOX
(HaBiTh 5) pa3iB Ha TUXKACHb. AJIBTEPHATUBHO MOXE BHKOPHCTOBYBATHUCH
HaBaHTaxXyBaibHa J103a [gG. ®@apmakokineruka nonermenoro [TIIIT (TITIHIIT —
fSCIg) € monidbnoro mo mikyBanHs BBII'. Bin 3a3Buuail BBOAWTHCS KOXHI 2-4
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tixHl. [Tpu TIHIIIIT tepamii no 600 mu (60 r Ig) Moxe OyTu BBeIEHE Ha OJHE
MicIIe 1H’ €KIIiI.

lozysanua IgG y nayicumis 3 3aiiéoro 6acoro: Y TAIIEHTIB 31 3HAYHUM
3HIKEHHsIM ab0o migBuieHHsM [Haekcy Macu Tina (BMI) pexkomenmyeTbes
yacThii MOHITOpUHT piBHIB IgG Ha moyaTky Tepamnii abo mpH NEPEeKIOYEHH] TUITY
3actocyBaHHs (Hanpukiaa, 1 BBII' wa [TIHIT"). Mu pexomeHayeMo po3paxoByBaTH
iHimianeHy 03y IgG y BiAMOBIAHOCTI A0 1A€aJbHOI Macu Tia (SKIIO aKTyaJlbHa
Maca ctaHOBUTH > 30% ineansHoro BMI) ta mpuctocoByBatu 103y BiIMOBIAHO A0
3aJIMIITKOBOT0/CTa0UIBHOTO CTaHy PIiBHSI 1 KITHIYHUX cuMITOMIB [67-70].

ba3oBana Ha koHceHcyci pekomenaanist 11:

«Y nayienmis 3 HAOTUUIKOBOIO 842010 MU PEKOMEHOYEMO RIOPAXYHOK 003U
3 BUKOPUCMAHHAM 10ea/IbHOI/a0anmoeanoi eazu mina).

Excnepmuuii koncencyc: CuibHuil KOHCEHCYC

llepexniouenus muny 66e0eHms

[TepekntoyeHHs 3 OJHOTO HA IHIIWN THUN BBEACHHS HE € He3BWYaHuM [71].
[Tpu mepexmtouenni Ha [T FDA pexkomennye ¢aktop kouBepcii y 1 : 1,37
(BBII" : TIIIT"); ogHak, OUIBIIICTH KJIIHIIUCTIB MPOJIOBXKYE IMOMEPEIHIO 03y Ta
aJlanTye y BIAMOBIIHOCTI IO KIIHIYHUX 1J1a00paTopHUX mapameTpis [72-74].

ba3oBana Ha KOHCeHCYCi pekomMenaanis 12a:

«Mu pexomenoyemo po3nouunamu 3amicuy mepanito IgG y o0o3i > 400
Mme/ke/micaus (n/u abo 6/8)

PiBenb noka3oBocTi: 2; PiBeHb pekomenaamii: A

ba3oBana Ha kKoHceHcyci pekoMenaanis 12b:

«Mu npononyemo o003y y 04 — 0,6 o/ke/micaupb ona IgG ona
6Hympiunb06eHnoi 3amicnoi mepanii IgG (BBII). Mu pexomenoyemo
3anuwikosi pieni IgG > 4,5 2/n. Iliompumyloua mepania mae eecmucsa y
8i0n06iIOHOCMI 00 KNIHIUHOT 610N 06I0I (0i010214HUIL 3ATUUIKOBUIL PIGEHD)).

PiBenb noxa3oBocTi: 2; PiBeHb pekomenaamii: A

ba3oBana Ha KoHceHCYcCi pekoMenaanis 12c¢:

«MHU npononyemo 003y y 0,4 — 0,6 2/ke/micaup ona IgG npu niowkKipnomy
66eoenni npu 3amicuin mepanii IgG (IILIIT). Iliompumywoua mepania mae
npoeooumucy 6i0n0GiOHO KAIHIYHIN 8I0n06idi (Dion02iuHUIl 3ATUMKOGUIL
pisenn)y.

ExcneprHHil KOHCEHCYC: CHJIbHUM KOHCEHCYC

MOoOHITOPHUHT i BeIeHHA NMOOIYHUX MOaii

Mu pekoMeHIyeEMO MPOBOAWUTH MOHITOpWHT piBHS IgG KoXHiI 3 Micsii Ha
MEepImioMy poIll JIKyBaHHSA. Y CTaOUIBHMX TAI[IEHTIB MH PEKOMEHIYEMO
MoHiTOpUHT piBHIB IgG > 2 pa3u Ha pik. [1o61uHi moxii € pigkumu [75].

Ilop’sa3anHi 3 TpaHcPy3icro MoGiYHI moail

Tsoxki moB’si3ani 3 TpaHc(ysiero MOOIYHI MOl € Ayxke piakumu [75].
buibuiicTs moaiil € MOMIpHUMH, 3BOPOTHIMU 1 TPAIUISIOTHCS MPU MIBUAKUX PIBHAX
iHpy3ii. [lpm nobiunmx mnomisx mix yac BBeaeHHs BBIIT pexomennyerbes
3MeHIIeHHs: mBUAKOCTI BBeAeHHsS BBII'. Tspkki moOiuH1 mofii BeXyThCs 3TITHO
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pekoMeHJanisAM Juisl aHadiiakcii. Y MNalieHTIB 3 MEPCUCTYIOUMMH MOOIYHUMU
nojisiMu abo y MalIeHTIB 3 MOCTIHHOIO MOTpeboro y npemenukanii nepen BBIT
Tpeba po3risiny Ty nepexiroueHHs Ha [THIIT .

I'emounis

[Ipenapati iMyHOTJIOOYJIIHY MAarOTh 130T€MArJIIOTHHIHU, $IKI MOXYTh
CIOPUYMHUTH acoliioBaHuM 3 TpaHcdy3ieto remois. [loBitoMIeHHS Tpo reMoni3 y
naifieHTiB Ha BBII" € Maiike eKCKIr03UBHUMU [76-77].

AHTH-IZA aHTHTINIA

CuBopotkoBi IgG anTu-IgA antuTuia OynM aconiiioBaHi 3 PO3BUTKOM
noOiyHuX peakuiil y namnieHTiB Ha BBII' 3 BincyTHicTIO BU3HaueHUX piBHIB [gA
[78-81]. Uepe3 1e OunplnicTh BUPOOHUKIB PO3IIHUIIA HASBHICTh aHTH-IZA aHTHTIN
SK TPOTHITIOKA3aHHs J0 3aMmicHOi Tepamii Ig. UYepe3 ayxe Mainy 4acTOTy TSIKKHX
noOIYHUX TOMIM, CHPUYMHEHUX aHTU-IgA aHTUTUIaMHM, CKPUHIHI Ha iX
NPUCYTHICTh PYTUHHO HE MPOBOAUTHCS. MOHITOPUHT Y MALI€HTIB, Kl OTPUMYIOTh
coto mnepmy iHdy3iro BBII' abo indysiro BBII' micias Benukoi mepepBu y
JiKyBaHH1 € 000B’si3koBUM. [larieHTn 3 aHaduiakTHuHUMH peakilisiMu Ha BBIT
MalTh OyTH TIEPEKIIOYeHI Ha JIKyBaHHS miamKipHuM BBeaeHHsm (ITILIT).
Bincyrnicte IgA He € mportumnokazaHHsM 10 3amicHoi Tepamii Ig. Ilamientu 3
BIJTOMOIO HasIBHICTIO aHTU-IgA aHTUTLT MalOTh BUIMN pU3UK aHadUIaKCIi Mg yac
nikyBaHHsa BBII' (ocob6muBo, skmo € IgE-antu-IgA anTutina). 3acTtocyBaHHS
[TIIIT po3iiHIOETHCS sIK Oe3MeYHe y IIUX TMAaIli€HTIB.

Pusuk Tpancmicii maToreHis

[Ipenapat iMyHOr/IOOYIiHY BHPOONSIOTECS 3 iazmMu > 1000 3p0poBUX
noHopiB. Yepes Ttpancwmicito BI'C (HCV) y 1994 poui nporiecu 3MEHIICHHS
NATOTCHHOT KOHTaMiHAIlli 3HAYHO IOKPAIIWINCh. BuIaneHHS BIPYCiB IUISIXOM
rmbokoi GurkTparrii Ta HaHOPLIBTpAITii, @ TAKOXK BIpyCHA 1HAKTUBAIiS 3 HU3BKUM
pH, mnacrepuszaiiero, KanmpuiaToOM 1 JAETEPreHTOM 3HIDKYE PHU3HMK BIPYCHOI
TpaHcMmicli Maibke no Hyna. HanodinbTpamis Moke y MOAAIBIIOMY BUAAISATH
HEBKPUTI JIiNiaMu BipycH 1 npionu [82].

3mimane

['ocTtpa HUpKOBa HEMOCTATHICTH € 3a3BWYail MOMIPHOIO 1 3BOPOTHBOIO [83].
[lamienTn 3 XBOpoOamMM HUPOK Ta/ab0 XPOHIYHOIO CEPIIEBOIO HEIOCTATHICTIO
MOXXYTh MaTH KOPHUCTh Bifg HWxk4nX KoHueHtpaiid BBII' (5%). TloBimommsiioch
mpo TpoMOoeMOOITiUHI TO/i1, OJIHAK, CHCTEMaTHU30BaH1 peBro Ta Mera-aHami3 PKT
(RCT - panpomizoBaHUX KJIIHIYHHX TPAiIiB) HE 3HAWUIIOB JOKA3iB ITiBUIICHOTO
pu3HKy TpomOoemOoiii cepen marieHTiB Ha JikyBanHi BBII' [84]. AcenTuunuii
MEHIHTIT € pimkuM [85] 1 3a3BWYAll CHOCTEPIra€ThCS MPU JTIKYBaHHI BUCOKUMH
no3amu BBII' (1-2 r/kr macu tina) [86]. [{ns yHHKHEHHS TilmepB’sI3KOCTI MAI[i€EHTH
3 HUPKOBOIO HEIOCTATHICTIO MOTPEOYIOTh MOAATKOBOI Timpatailii. Y MaIieHTiB 31
3rauHoto porteinypiero [T 3qaeThest 61IbIT JOMUTEHUM.

[Tpu npenaparax BBII', gxi Mai0Th ManbTO3y, MOXKE TPAILIATUCH TOMUIKOBA
peecTpallisi MIABUILCHHS PIBHA ILYKPY Y KpOBI MpPU BUKOPHUCTAHHI TECTOBUX
ctpivok GDH-PQQ [87]. iarHoctuyHi gociixkeHHs Oeta-D-riarokany mnpu
TECTYBaHHI Ha Trpubu MOXYThb OyTH (anpimiuBo no3utuBHUMH [88]. JlikyBaHHs
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IMYHOTJIOOYJIIHOM MO’K€ MEPEHOCUTH AaHTUTLIa A0 TPyl KpOBi, IO MOPYUIyeE
CEpOJIOTT4H1 TECTH.

ba3oBana Ha koHceHcyci pekomenaanis 13a:

«Mu pexomenoyemo monimopunz 3anuuikoeux pienie IgG kKoicni mpu
Mmicaui Ha nepuwiomy poui JaiKyeanua. Mu pexomeHOyemo 6i3um 0.1
00cmediceHHA 01 KNIHIYHO cmabilbHUX NAUIEHMIB KOMCHI WiCMb MICAYIB)

ExcneprHuil KOHCEHCYC: CHJIBHUHM KOHCEHCYC

ba3oBana Ha koHceHcyci pekomenaanis 13b:

«Ilayienmu noOBUHHI pecyIAPHO NEPECIPAMUCH HA 3A2ATbHUN AHAI3 KPOGEI,
neuinkoei gpepmenmu ma PyHKyiro HUPOK»

ExcnepTHMi KOHCEHCYC: KOHCEHCYC

Benenns i JikyBaHHA HeiH(peKUiHHMX MaHipecTanii

Pusuk Heindekuiiitnux npossiB cranoBUTh 20-30% y namientis 3 3BI/I, cepen
SKUX HAWYacTIIO € iIMyHHa nuToneHis [2,89]. Imynna qusperyssiinis (0coOauBO
IMyHHA IIUTOIIEHIS 1 IHTEPCTHULIaJIbHA XBOPOOa JIereHb) MOXKYTh OyTH MOYaTKOBOIO
o3Hakoro y narrientis 3 3BI/] [4,90-95].

IMyHHa nuuTONEHist

BenenHs iMyHHOI IMTONEHIT Ma€ CIIyBaTh PEKOMEHJIALISAM JUIsl JIIKYBaHHS
He-I1IJ[ mamienTiB [92]. CydacHi JaHi HMIATPUMYIOTH TEpITy JIHIFO JIIKyBaHHSI
crepoigamu. Ilpu MOXIMBOCTI amMOyJIaTOPHOTO BEACHHS HANA€ThCA IepeBara
opaibHOMY 3actocyBaHHIO [93]. [lpu Ts>kkoMy mepeliry J0aTKOBE JIKyBaHHS
BUCOKMMH  JI03aMHU  IMYHOIVIOOYJIIHY  MOXE  pO3MIsSAaTHCh. Purykcumab
PEKOMEHAYEThCS ¥ AKOCTI Apyroi JiHiil Teparmii y namienTtiB 3 [1IJ1 [94,95]. € nume
OKpeMi IMOBIIOMJICHHSI MPO BUKOPHCTAHHS aroHICTIB PELENTOPy TPOMOOIOCTHHY
[94,95]. Pusuk penuanBy € BUCOKHMM. Y OKPEMUX BHUITQJKAX MOXKE pO3TJISIAaTUCDH
CIUICHEKTOMIsl, OJTHAK MOXe OyTH 3Ba)KCHOIO 3 OIJISAy Ha MIOTCHIIIMHO ITiIBUIIICHUN
pusuk iHQekmid [97]. Mu pekoMeHAyeEMO MDKAUCIUILTIHADHUA HArJIsaa 3a
NaIiEHTOM 3 HEJOCTATHICTIO aHTHUTLJI Ta IMyHHOIO ITUTOIEHIETO.

ba3oBana Ha KoHceHCYCi pekomMeHnaanis 14a:

«Mu HPONOHYEMO MIHCOUCUUNTIIHAPHUIL Haana0 3
2eMAMO1020M/OHKOI020M Y NAUIEHMIE 3 NEePpeUHHUM Oediuumom anmumin i
IMYHHOI0 YUMONEHIEION

ExcneprHHil KOHCEHCYC: CHJIbHUM KOHCEHCYC

ba3oBana Ha koHceHcyci pekomenaanisi 14b:

«Mu npononyemo nikysannusa ITII i AII'A cmepoioamu ma y 0odamok
BUCOKUMU 003AMU IMYHO2TI00YTIIHY NPU MANHCKOMY nepedizy»

ExcnepTHHil KOHCEHCYC: CHJIBHUI KOHCEHCYC

Jlerenesi manigecraii

[lepeBakHa OUIBIIICTh MAII€EHTIB 3 JS(PIIUTOM aHTUTUT CTPaXIa€e Bia
XpOHIYHUX MyJdbMOHaNbHUX MaHipectanii [98-101]. JlereneBi Manidecraiii
BIUIMBaIOTh Ha BikuMBaHHA mnamiedHTiB 3 3BIJ[ [102]. JIBoma HaiOUIBIIUMHU
rpynami JiereneBux maHiecraniii € 6ponxoekrasu ta ['JIIXJI.
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bponxoekrasu

3a HaABHOCTI KJIIHIYHUX CUMMOTOMIB a00 BIiJIMOBIIHOTO aHAMHE3Y JETEKI[is
Oponxoekrtas3iB 3a3Buyail 3aliicHioeTbess KT-ckanyBanHsM. Pentrenorpadgis
IPYAHOI KJIITUHU 11eHTU]IKYye OpoHXOeKTa3u 3 yacToToro a0 60% [103]. Begenns
OpOHXOEKTa31B Ma€ Ha METI 3HU3UTH/IONEPEIUTH 3arOCTPEHHS Ta 1H(IKYBaHHS,
MOJIIMIIUTH KJIIPEHC CIU30BUX BUAUICHb 1 cTabumizyBaTu (YHKIIIO JereHb. Mu
PEKOMEHIYEMO KOHTPOJIb MIKPOO10JIOT1i MOKPOTH KOXH1 3-6 MICAIIB JJ1s1 paHHBOI
imeHTu(ikarii KoJoHi3allil MOTSHIIIHHO IKiAIUuBUMU MikpoObamu (Pseudomonas
aeruginosa, MRSA) Tta jand KepiBHHMITBA IHIIIAJBHUM PIOICHHSAM II[0JI0
EMITIIPUYHOTO JIIKYBaHHS aHTUOIOTMKAMU MpPU TOCTPid 1HGEKIIT 10 JAOCTYMHOCTI
aKTyaJIbHUX MIKpoOioioriyHuX naHux. Biamosinno go raipnaitny €PT (ERS —
€pporneiickkoro  Pecmipatoproro  ToBapucTtBa)  TPUBANICTh  JIIKYBaHHS
anTuOioTHKamMu ctaHoBuTh 14 muiB [104]. Haemophilus influenzae, Pseudomonas
aeruginosa, Moxarella catarrhalis, Staphylococcus aureus uu Enterbactericaeia
94acTO KOJIOHI3YIOTh JUXabHI NUISXHU Y MaI€HTIB 3 OporxoekTazamu. KomoHizaris
Pseudomonas aeruginosa 0yia mokasaHa siK JOBFOTPHBAJIO MOPYIIYIOYa (YHKIIIFO
nereub [105]. Pazom 3 raitmnmaitnom €PT (ERS) mMu pexkoMeHayeMO paHHIO
epaqukaiiito Pseudomonas aeruginosa. Illogo m01aTKOBUX JiKYBadbHHX OIIIIii
BKJIFOUHO 3 IHTQIAIINHOIO TEpami€erd Ta JIKYBAIbHOIW (I3KYJIbTYPOIO TUBUCH
po3min 8.

PKT, ski omiHoBaId pojib MNpOGIIaKTUKM aHTHOIOTMKAMH TpU  He-
KOJIOHI30BaHUX (JIOpOI0 OpOHXOEKTa3ax, € AOCTymHUMH Jjwuimie s He-TI1/]
naiieHTiB. [Ipy BUKOoprCcTaHHI MaKpoJIiiiB Oyia BiiMiueHa 3HAYHA PEAYKI[is PiBHS
3aroctpeHb Ta cumnTomiB [106-109]. Po3BUTOK HEYYTIMBOCTI 10 MaKpOJIiJiB,
ceplieBa apuTMis Ta TacTPO-IHTCHCTHHANBHI TOOIYHI edekTh MawTh OyTH
posrmsanyti  [107]. Taipmaitnu €PT (ERS) pexomeHayoTh aHTHOIOTHUKO-
npodimakTuky 3 250-300 Mr A3iTpoMinMHY TpHYl HA THXKIEHb Y MAIlI€HTIB 3 > 3
3arocTpeHHsAMH Ha pik. OOOB’S3KOBUM € TECTyBaHHS Ha KOJOHI3aIllo0 3
HETYOCpPKYJIbO3HUMU MIKOOAKTepisMU Ta KOHTposib QT-iHTepBandy 10 IMOYATKY
npodIaKTUKKH MakpoJijgamMu. JIBa MPOCHEKTHBHUX KOTOPTHUX JJIOCIIIKEHHS
nokasanu, mo mnamienta 3 3BIJ[ i OporxoekTrazamu moTpeOyrOTh OUIBII BUCOKUX
no3 IgG s mocsarnenns uiiboBux piBHIB IgG [21,23]. Ilamientn 3 abo 6e3
OpOHXOEKTa31B HE BIAPI3HAIOTHCA 3a pIBHEM IHQEKIH, SKIIO JIKYIOThCS 3
noniOHuMu 3anumkoBuMu piBHsAMU [gG [23]. ¥V mamieHTiB 3 OpOHXOEKTa3aMH
piBHi [gG MatoTh aganTyBaTHCh IHAUBIAYaIBHO.

[HTEepCTHUIlianbHA JIETeHeBa XBOpoOa

['panynemaro3na niMdonuTapHa IHTEpPCTHUIIATBHA XBOpoOa JereHb Oyra
sHaiinena y 10-30% mamienti 31 3BI]I, sika abo po3BuHYy’nack mim 4ac mepeoiry
3axBoptoBanHsa [110], abo Oyma mepmoro kiiHigHOIO Tpe3eHTarieto [5]. TJIXJI
BIUTMBAE Ha B kUBaHHSA namieHTiB 31 3BIJ] [102]. Jlis kaiHIYHOTO AlarHOCTYBaHHS
MaroTh PO3TISAATUCH PaAio-MOp(OIOriuH1 3HAXIAKU, a TAKOXK JereHeBa QyHKIIS 1
ricronatoJioris [111]. Mu pekoMeHIyeMO IIOPIYHO OI[IHIOBATH JIEreHEBY (DYHKI[IIO
BKJIIOYHO 3 BuMIiptoBaHHAM DLCO (audy3Hoi 3gaTHOCTI) OpH Harjisai 3a
nauientamu 3i 3BIJI. Pytunna penrrenorpadisi JiereHb He pPeKOMEHIYEThCs. Ii
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BUKOPUCTaHHS Ma€ OyTH 3ape3epBOBAHUM JJIsl MMOTIPUIEHHS JereHeBoi PyHKIIi abo
NOSIBU KIIHIYHUX cuMmnTomiB. Jlerenesa MPT Moxke [OONOMOITH YHUKHYTHU
onpoMineHHst [112]. TJIXJI wmae ctumynoBatu jAeTanbHe (1 TEHETUYHE)
imynosorigne pociimkeHHs [113]. Hemae PKT 3 mikyBanus ['JIIXJI y maiieHTiB 31
3BIJI. B 3anexnocti Bif rictomarojorii Ta/abo pesynastaTiB BAJI (OGponxo-
aNbBEOJISIPHOTO JIaBaXKy) BapTO MOYaTHU Tepamiio crepoinamu. JlocTymHi Juiie
JIMITOBaHI J1aHi moxAo Apyroi ainii Tepamnii ['JIIXJI. OqHodacHo pi3HUMH IpynaMu
OyJ10 MOBIIOMJICHO MPO YCHINIHICTh KOMOIHOBAaHOT Teparii Tapreramu B-kiituH (3
BUKOPUCTAaHHSAMU pUTyKcHMaOy) 1 T-KIITHH (3 BUKOPUCTAHHSAM a3aTioNpuHy abo
MM®) [114-117] (duBuce IlinTpumyrouy indopmariro Tabmuiro S6 s
nigcymky JnikyBaHHs ['JIIXJI npu 3BIJ). JlikyBanus ['JIIXJI mae posrasigaTuch
JUIIE y BUMAJIKAX KJIIHIYHUX CUMIITOMIB, 3HIDKEHHS JiereHeBoi PyHKIiii abo pajio-
MOP(OJIOTTYHOTO TPOTPECYBaHHS, OCKUIBKM 0araTo MAaIli€EHTIB JIUIIAIOTHCS
KIiHiYHO cTtabinbHuMU [118]. IcHye meBHa noka3oBicTh, 110 mamieHTu 31 3BIJ] 1
['JIIXJI MOXyTh MaTH KOPUCTH BiJl BUIIUX 3amuIIKOBUX piBHIB IgG [23,119]. Mu
PEKOMEHIYEMO MDKIUCIHUIUTIHADHUM HATJsA 3a MallleHTaMH 3 XPOHIYHUMU
JIETeHeBUMU MaHi(ecTalisiMu.

ba3oBana Ha KOHceHCcYci pekomenaanis 15a:

«Ilio uac Oiaznocmysannsa ma 3 WOPIYHUMU IHmMEPBATIAMU MU
pekomenoyemo naemusmozpagio mina ma DLCO y nauienmie 3i 3BI/]l. Mu
npononyemo nezeneee KT abo MPT-300pasricennsa nio uac O0iacHOCHLY8AHHA Y
00pOCIUX NAUIEHMIB)

ExcrniepTHHil KOHCEHCYC: CHIIBHUH KOHCEHCYC

ba3oBana Ha koHceHcyci pekomenaanis 15b:

«Mu  nponoHyemo - MiMCOUCUURAIHAPHUN  Ha21A0 3  (Oumauum)
nYJIbMOHON020M Y RAUIEHMIE 3 XPOHIYHOIO X80PODOI0 J1€2€Hb)

ExcrniepTHril KOHCEHCYC: CHJIbHUM KOHCEHCYC

Bba3oBana Ha KoHceHcYci pekoMenaanis 15¢:

«Mu npononyemo pezynapuuil amaniz MOKpomu 'y NAui€HmMie 3
Oponxoekmazamuy

ExcneprHril KOHCEHCYC: CHJIbHUM KOHCEHCYC

I'panynemaTo3Hi ypaskeHHsSI MOXKYTh OyTH B yCiX OpraHax

VY mamientiB 31 3BIJ] ekcrpa-mynpMoHanbHI MaHidecTarii BKIIOYAIOTh
YpaXEHHS y CeJe3iHIll, MeYiHIll, JiMpaTHIHUX By3nax, mKipi, Hupkax ado [THC
[118]. [Ipu rictomaTtosyorii OUIBIIICTh YPaKEHb BHUTJISAAE K «TUIY CAPKOiLy»,
HEKa3eo3Ha eMiTeNioigHa rpaHyIboMa, B TOM Yac K MOKE TaKOX OyTH BU3HA4YCHA
mimbonuTapaa iHOIIBTpamis. ['paHynemaro3Hi/TiMdonnuTapHi OpraHHI MPOSBU
MarOTh CTUMYIIIOBATH JIeTaJbHE IMYHOJIOTIYHE Ta T€HETUYHE JoCTiKkeHHs. Hemae
PKT mono nikyBaHHS, MOBIIOMJICHHS TTPO BUNAAKK MiAcyMoBaHi y IlimTpumMyrodiit
iHpopMmanii Tabnauui S7. BapianTu JiKyBaHHSI MaiOTh OI[IHIOBAaTHCh Pa3oM 3
LEHTPOM 3 IMYHO1€(PIIIUTIB.
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Inuwi manigecramii

Heonnasis

[MamienTtu 31 3BIJ] MaroTh NIABUIIIEHUN PU3UK PO3BUTKY HEOILIa31id, 0COOIMNBO
mimpom 1 paky nutyHky [120-122]. ¥V wemonaBHii ITamiiickkiii BeIuKii KOTOPTI
paK NUTYHKY OyB MpPOBIIHOIO MPUYMHOIO cMmepTi y marieHTiB 31 3BIJ [123].
[NamienT MaTh OyTHM HaBUEH1 MO0 TMOBIAOMIIEHH NP0 HE3BUYHY abo
nepcuctyrouy gimdaneHonarito. lopiunnii ckpuHiHr Ha JiMdaaeHonaTiio abo
renaTo-CIUIeHOMEranilo abJ0MIHAJIbHOK COHOrpadiero € pekoMeHaoBaHuM. llin
yac KJIIHIYHMX BI3UTIB aHaMHE3 1 OOCTEKEHHSI Ma€ TaKOXX MOKPUBATH CrielU(IUH1
cumnTomMu (J1iMQaaeHonariio, BTpaTy Barv, HIYHY MITIUBICTb, 1 T.1.). Ll{opiune
KT-ckanyBaHHS TNpW HArJIAAI 32 ACHUMITOMAaTUYHUMHU  TAaIllieHTaMH  HE
PEKOMEHTy€E€ThCH.

T'acmpo-inmecmunanvui manichecmayii

["acTpo-iHTeCTHHANbHI MPOSIBU, TaKl K ayTOIMYHHHMM TacTpUT, TIIIOTEHOBA
XBOp00a, XpoHIYHA Jiapesi, MaabaObCcopOIisi, HOAYIsIpHA JiM(paTUyHAa Tinepruiasis i
T.I. MOXE Bpa)XxaTH TMAall€HTIB 3 TNEpPBUHHUMHU IMyHoAediuutamu [124]. Mu
PEKOMEH/IyEMO OILIIHIOBATH CIEeUU(]IUHI TracTPOIHTECTUHAIBHI CUMIITOMH B YCiX
naimieHTiB 3 jaegiuuToM aHTUTUL.  AOJoMiHanmbHA  yiabTpacoHorpadis €
pexomeHsoBaHoo yciM mamieHtamu 31 3BIJl, e3odaro-ractpomyoneHockornis
(E®I'IC — EGD) pexomeHayeThCsl pU BCTAHOBIICHHI JiarHo3y. Hemae KiHIYHUX
TpainiB, sKi O OIIHIOBAM €(PEKTUBHICTh PaHHBOI JIarHOCTUKU PakKy HUIYHKY Y
pI3HUX Tpynax CKpUHIHTY. Jlesiki TMOBiIOMJIEHHS MPONOHYIOTH MPOBOJIUTH
MOJAJIBIIIMKA HATJIS] 3 ypaxXyBaHHSM TicTtornarojorii [125]. V HemoaaBHii BeTHUKiMi
[tamiiicekiii koropti 3 455 marmientiB 31 3BIJ] pak nuiyHky 3 SBISIETBCA Y
cepenHboMy Ha 15 pokiB panime, HiX y mnamieHTiB 0e3 3BIJ]. Ha ocnoBi mmx
pesynbratiB Pulverenti et al pekomenayBanu nmpoBoguti KoHTpodb EDTJIC koxHi
24 wMicsIl y TAII€HTIB 3 HOPMaJbHOIO TICTOJIOTIE0 Ta KOXHI 12 wMicsamiB (y
NaIie€HTiB 3 aTpodIYHUM TacTPUTOM ab0 IHTEHCTHMHAIBHOI MeTalula3ier) abo
HaBITh KOXHI 6 MicsmiB (y MaImiedTiB 3 AUCIUIa3i€r). Uepe3 BUIY 4acTOTy pakKy
NUTYHKY B ITamii € He3po3yMiiuM, ¥ MOXYTh JaH1 peKOMEHAIlli 3aCTOCYBAaTUCh Y
iHmux monymsiax [123]. V' gKocTi HEIHBAa3MBHOTO METOAY KOHTPOJIIO MH
pekoMeHIyeMo Topiune TectyBanHs Ha Helicobacter pylory (uepes anturen-HB y
CTyJi a00 ypeasHHil AUXalbHUN TECT) Ta BU3HAa4YeHHs BiTaminy B12 y kpoBi abo
METHUJIIMAJIOHOBY KHCIOTY Yy ceui, ockiuibku HB 1 ayroiMyHHu# ractpur e
BiloMUMHU (pakTOpamMHu PpU3UKY IIOJO0 paKy MUIYHKY. BU3Ha4YeHHS aHTHUTLI
(HampuWKiIam, AaHTUTUT Ha TPaHCTIIOTaMiHAa3y) MOXKE BBOJUTH B OMaHy.
MikpoOionoriuHuii  aHami3 Kally MOXKE TaKOoX TEePeKpUBATH TIapa3uTiB Ta
HopoBipycHi iHbekmii. Enmockomiss moke OyTh TOTpiOHOK Yy TAIEHTIB 3
HESCHUMHM CHTEPONATiAMHU a00, HANpHUKIAJ, IS JlarHOCTUKH iHdekii 3 Gardia
lamblia. Mu pexkomeHmayeMO MIDKIMCHUIUTIHAPHUN HAIIAJ TPU YCIX XPOHIYHHUX
racTPOIHTECTUHAIBHUX MPOSIBIB.
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ba3oBana Ha KoHceHcyci pekoMenaanis 16a:

«Mu  npononyemo  MidCOUCUURIIHAPHUN  Ha21A0 3  (Oumauum)
2acmpoeHmepono2om y nayienmie 3 nevyiHKoguMuU ma/aoo
2aCmMpOiHMeCMUHATbHUMU NPOACAMUY

ExcneprHiil KOHCEHCYC: CHJIBHUM KOHCEHCYC

ba3oBana Ha KoHceHcyci pekoMenaaniss 16b:

«Mu pexomeHoyemo abOoOMiHaAIbHE YIbMPA3BYKOBE 00CHIENHCEHHA nid Yac
6CMAHOB/IEHHA 0IAZHO3Y Ma WOPIYHO npu Ha2nA0i 3a nayienmom 3i 3BL/]. Mu
DPEKOMEHOYEMO e30¢hazo-2acmpooyo0eHOCKOnil0 ma KoJ10HOCKORII0 y RAYICHMIE
3 CUMRMOMAMU)

ExcniepTHHil KOHCEHCYC: CHJIBHUHM KOHCEHCYC

JlikyBanHsi okpemux MoHOreHeTHaHuX ITI/{

APDSITill

APDS (cunzmpom akTuBOBaHOi (ochOIHOUTHAMH 3-KiHa3e JebTa)
BUKIIMKAETHCS ayTOCOMHO-IOMIHAHTHUMH MYTAIliIMH «IOCHJICHHS (QYHKIIID Y
PIBKCD (APDS 1) [126,127] i PI3KR1 (ARDS II) [128]. KiiHi4HI CHMITOMH
BKJIIOUAIOTh MIBUIICHUN piBeHb 1H(eKIH, Oponxoekrasu, EBV-pipemito,
mimponpomideparito Ta ayroimyHiteT. [Ipubmuzno 50% naiieHTiB NPEe3eHTYIOTH 3
rinorammarioOyiniHeMii a6o BignmosinarTh kputepisim 3BIJ]. Hemae PKT momo
nmikyBanHsa APDS. Cyvacha mitepatypa 1 gaHi 3 peectpy 3 piBas ESID
MOBITOMJISIFOTh MPO TOKparieHHs 3 pamaminuaoM [129]. IlinsoBa Tepamis 3
BUKOPUCTAHHSIM cellekTuBHOro iHrioitopy PI3Knensra nenionizuby Oyna
MPOTECTOBAHA JIUIIE Y HEBEIUKUX Tpaitnax [130].

HMedinur CTLA4

lNanmoHemocTaTHICTh, BUKIHWKAaHA ayTOCOMAIbHO-IOMIHAHTHUMH MYTallisIMU
«tpatn ¢Gynkmiiy y CTLA4 [131]. 3aranom 84% mnaiieHTiB MPE3EHTYIOTH 3
rinorammarioOymiHemii. KiiHIYHI cMMOTOMH BKITIOYalOTh JTiMdorpoiidepaliiro
(73%), aytoimyHHy 1uTOneHito (62%) Ta miMQpouUTapHy IHPUIBTPALID PI3HUX
opraHiB (jerexi, ractpointeHctuHanbHuil Tpakr, [IHC, mkipa i1 T.m.). PKT 3
nikyBaHHs BiacyTHI. CydacHi JaHi MOBIIOMIISIIOTh PO KJIIHIYHE MOKPAIICHHS Ha
CTLA4-1gG-dy3ionnporeini (AbaTacenT) Ta panamiiuti [ 132].

LRBA-o0epivum

Hedimur LRBA (LPS-BiamoBimarodoro 0eXeBOro SKIpHOTO OUIKY):
CIPUYMHEHUNH ayToCOMHO-periecuBHOO MyTtalniero y LRBA [133]. Hemae PKT
OO0  JIIKyBaHHS. AHami3 pI3HUX BHUJIB JIKYBaHHI y  MDKHapOJHIN
MYJIBTULEHTPOBIM KOTOpTI MOBIAOMHB Tpo 3araibHe BrkuBaHHs micias TI'CK y
70% (cepemuiii yac cmoctepekenns 20 micsiiB). IMyHOCynpecuBHE TiKyBaHHS
AbatarienToM abo0 pamaMminuHOM OyJI0 acoIiifoBaHe 31 3HAYHO 3HIKCHUMH
CTYTICHSMH 3aXBOPIOBAHHS, HIX TPH JIIKYBaHHI cTepoimamu [134].

AHTHMIKPOOHE JIiIKyBaHHS

Ilin yac KOHCEHCYCHOro MITHUHTY He Oynu goctynHi Oyae-ski PKT mono
BUKOPHUCTaHHS MPOTUMIKPOOHOT MPOPLIAKTUKU MPU MEPBUHHOMY IMYHOIEDIIUTI.
Ocranns nyoOumikanis Milito et al BkirodeHa y jgaHy Bepcito LOTO raijiaiiHy
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yepe3 11 KIIHIYHY BaXJIMUBICTh. Y 3-piuHOMY MOABIHHO-CIINOMY, IUIaLe0o-
KOHTPOJbOBAHOMY  PaHJOMI30BaHOMY KJIIHIYHOMY Tpailini Oyno MnoKa3aHo, IO
opanbHUM aziTpomiuuH (250 Mr, gkuil AaeTbcsd OAWH pa3 Ha JAE€Hb 3 pa3u Ha
THXKJIEHb MPOTATOM 2 POKIB) 3HMKYBaB YacTOTY PECHIPATOPHOIO MOTIPIIEHHS Y
MAIIE€HTIB 3 MEPBUHHUM Je(iuuToM aHTUTLI. PiBEeHb J0JAaTKOBOIO JIIKYBaHHS
aHTMOlOTHKaMM Ha maiieHta Ha pik O0yB 2,3 (95% CI, 2,1-3,4) y rpymni 3
iHTepBeHiieio 1 3,6 (95% CI, 2,6-4,3) y rpymi 3 miane6o (p: 0,004). He 6yno
pi3HUII 100 Oe3rmeyHOCTI abo y pIBHAX HECHPUHHSATIMBOCTI 0 MaKpOJiIiB
[135].

VY namienTiB 3 arammarioOyniHemiero a6o 3BIJl 3 mepcucteniieio
MBUIIEHOT YyTIUBOCTI 0 OaKkTeplaibHUX 1H(EKIIH He3BaXKAIOUN Ha JIOCATHEHHSI
3anuukoBoro piBHsA IgG, moxxe OyTH po3riIsiHyTa aHTUOIOTUKONPO(dIIaKTHKA 3
TMP/SMX [49]. TlocriiiHO miaBUILNEHI PiBHI 1HQEKIIA MarTh CIPUYUHUTH
NOBTOPHY OIIIHKY IMYHHOTO CTarycy Ta IAEHTH(IKAIil0 HMOBIPHUX BOTHUII]
(OpoHxO€KTa3m, XpOHIYHI CHHYCUTH Ta T.I1.).

[TamienT 3 HeIIUTOM aHTUTUI Ta JTOJATKOBUM MOPYIICHHSIM T-KIITHHHOTO
imyHiteTy (Hampukian, CID, HIGM Baacmigok wmytamii y CD40L) maroth
MiIBUIICHUI PU3HMK OMOPTYHICTUYHUX 1HQEKUIH Ta moTpeOyroTh MpOo(iIaKTUKH
antu6iotukamu [15]. TPM/SMX pekoMeHyeThCsl TpUYl Ha THXKJEHB y TMAIlI€HTIB
3 kuibkicTio CD4-xmitua < 200/mMxn abo <15% mimdonuri. IlinBuiieHa
CMEPTHICTh Ta PU3UK OMOPTYHICTUYHMX 1H(]EKIH OyB MOKa3aHWM y MAIliEHTIB 31
3BI/l 3 Hu3pkuM piBHeM HaiBHEX CD4 xiituH (<20/mki) [48].

I[Ipu roctpux 1HGEKIIAX PEKOMEHIYEThCA TMpsME  MIKPOOiOJIOrivuHe
TECTYBaHHS, OCKUIBKM CEpOJIOTIYHI TECTH € BaXKUMHU ISl IHTepHpeTarii mpu
3amicHil Tepanii [gG Ta knacuyHa panus IgM BinmoBine Ha cnenu@ivHi MaTOreH!
€ MaJIo BIPOT1AHOIO Y OUTBIIOCTI MAIIEHTIB 3 MEPBUHHUM Je(IIUTOM aHTUTLI.

ba3oBana Ha KoHceHcYci pekomenaanis 17a:

«Mu pekomenoyemo MiKpo6iono2iuHy O0iazHOCMUKY ma Uinboey aHmu-
iH(heKuitiny mepaniro y nayicHmie 3 peyuousyrouumu iHpexuiamu He3eaxrcaruu
Ha 3amicny IgG mepanito. Mu He PeKOMEHOYEMO Cepo02iuHi OiaZHOCMUYHI
Memoou uepe3 NOPYUIEHHA  IMYHHUX 6i0nogideil ma  OiAZHOCMUYHY
inmepghepenuiro 3 3amicnoro mepanier IgGy

ExcneprHHil KOHCEHCYC: CHJIbHUM KOHCEHCYC

ba3oBana Ha koHceHcyci pekomenaanist 17b:

«Y  nauienmie 3 cumnmomamuunumMu - OpOHXOEKmMazAMU  MOdice
Ppo321a0amucey 000amKo8a AaHmMudIOMuUKo-npoPinaKmurka)

PiBenb noxazoBocti: 3; PiBenb pexomenaaniii: O

®dizioTepamis Ta JiKyBaHHA IUXAJbHUX IJIAXIB

Y  BignoBimHOCTI 70 cydacHoro raijmaiiny ERS  (€Bpomeiichkoi
pecniparopHoi acouianii) [104] pekoMeHAyeTbesl pectipatopHa (iziorepanis AJis
nmaimieHTiB 3 OpoHXOeKkTa3aMu. PerynspHa JereHeBa peaOUTiTallisi MOXKe
MPOINOHYBATHUCH TAIlIEHTaM 3 pecipaTopHuM auctpecom [136-138].



41

laitnnaitn BTS  (bpuTanchbkoro  TopakajabHOrO  TOBapuCTBa) IS
Oponxoekra3iB He-CF (He-MyKOBICUHMI03HOI) MPUPOIU PEKOMEHIY€E CHeliaabHI
TEXHIKA JuxaHHsA, (ocuumorouy) PEP-tepamito (3 NO3WTUBHMM THCKOM MpHU
BUJIMXY), MO3ULIMHUA ApEeHak Ta TEXHIKM 3 (OCYBaHHSIM BHJIHUXY, a TaKOXK
aytoreHHuil apenax [139]. PexomeHayeTbcs BUKOPHUCTaHHS OPOHXOIUISAIATOPIB
Ta IHrajgsUii MYKOJITMYHHUX JIIKIB Tepea (i3loTrepamiero, a TakKoX Iepen
HTasier0  aHTuoOioTuKiB.  JloBrogitoui  OpOHXOAUIATATOPHM  HE  MalOTh
MPU3HAYATUCh PYTUHHO B YCIX MAII€HTIB 3 OPOHXOEKTa3aMH.

He3Bakatoun Ha O€3CyMHIBHY BHMCOKY 4YacTOTy Ta KJIIHIYHE 3HAYCHHS
XpOHIYHUX a00 pEeUUUBYIOUMX CHUHYCHUTIB, HEMA€ KOHTPOJIbOBAHUX JOCIHIJI)KEHb
I0J10 JIIKYBaHHSI XPOHIYHUX CUHYCHTIB, K1 O MpU3BENHU 10 0a30BaHUX Ha JOKa3ax
pexomeHaanii. PexoMeHayeTbCs CUMOTOMAaTHYHE BeACHHS (ipurauis COJIbOBHUX
pO34YWHIB, JIIKYBaHHsA aHajgbretTukamMmud 1 T.10.). [lamieHTn  nmoTpeOyroTh
aJIeproJIoriyHOr0 OOCTEKEHHS Ta KOHCYJbTAIIIl Ta KOHCYJIbTAIli OTOJISPUHI 0JI0Ta.

ba3oBana Ha KoHceHcYci pekomenaanis 18a:

«Mu npononyemo pamno po3noyunamu pecnipamopuy ¢hiziomepanito npu
CUMNMOMAMUYHOMY nepedicy y nauicnmie 3 OpoHXoeKmazamu)

ExcneprHHil KOHCEHCYC: CHJIBHUHM KOHCEHCYC

ba3oBana Ha koHceHcyci pekoMenaanis 18b:

«Mu pexomenodyemo ¢pizuuni enpaseu ma Jezenesi hizuuni mpeHyeanHs
YCiM nayieHmam 3 KiHiYHO CUMARMOMAMUYHUMU OPOHX0EKMA3amu.

PiBenb noxa3oBocri : 1; PiBeHb pexomenaamii: A

IMopanwii 3axoam

MokHBI MIKIIIMB1 HACTIIKY JIKyBaHHS a00 1Mo0iuHi €()eKTH JOBTOTPUBAJIO]
Tepanii MapTh OyTH TIPOAKTUBHO OIlIHEHI 3amydeHuM Jikapem [140,141].
3aiy4aroThCsi KOHTAKTHI (JIOKaJIbHI) TAIlIEHTChKI opraHizamii. Mu mpornoHyemo
y4acTh y4YacTh Yy CTPYKTYpOBaHHMX, OpIEHTOBAaHMX Ha TaIlleHTa HaBYAJIbHUX
BOPKIIIOTIAX.

ba3oBana Ha KoHceHCYcCi pekoMenaanis 19:

«Mu npononyemo noséuicmio ingpopmyeamu nayicHmie ma poOUHU U000
YCIX O0OCMYRHUX MEPANnesMUYHUX ONYI ma O0amu NAUIEHMY MOMNCTUBICHb
NPUTLHAMU PIUEHHA).

ExcneprHHil KOHCEHCYC: CHJIbHUM KOHCEHCYC

ba3oBana Ha koHceHcyci pekomenaanist 20:

«Mu npononyemo yuwacme y CHMPYKMYpOBAHUX, OPIEHMOBAHUX HA
nayicHma HABYAIbHUX 60PKULONAXY

ExcnepTHHil KOHCEHCYC: CHJIbHUM KOHCEHCYC
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