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3umoBa ¢paxoBa WKoNMa 3 iIMYHONOTril
«Bpop>keHi NOMUNIKKN iIMYHITETYy »

AHacTacia boHaapeHko!, BaneHTnHa Yonsak?,
lOpin CtenaHoBCbkuiA!, XpucTmHa Jliwyk-AKnMmMoBmY?,
AHHa lNnbdaHoBal

l€Bponericbka MeagnyHa LLIKO/a

MixxHapoAHOro €BporencbLKoro yHisepcntety, Knis, YkpaiHa
2JIbBIBCbKUK HaLiOHa/IbHUM MEANYHNI YHIBEPCUTET

imeHi flannna anvybkoro, JlbBiB, YKpaiHa

Y MmicTi Yxropog Ha 3akapnaTtTi 15-17 rpyaHa 2022 poky 3a nia-
TPUMKW JIbBIBCbKOIro HauioHanbHOro MeamMyHoro yHiBepcuTeTy
iMeHi OaHuna lanuuybkoro, MiXKHapoAHOI MbXAMCUUMAIHAPHOT
acouiauii MmegnyHnx npodecioHanis, MO «BceykpaiHCbka aco-
uiauis anta4oi imyHonorii» Ta MiXXHapoAHOro €BpPONENCbKOro
yHiBepcuTeTy Bigbynaca 3umoBa daxoBa wwKkona 3 iMyHosorii
«BpoaXeHi noMuikKn iMyHiTETYy». MeTa Ui€l WKONM — npoaHa-
nisyBaTtm HOBIi MiAXOAW A0 paHHbOI AiAarHOCTUKU MNepPBUHHUX/
BPOAXEHUX MOSIaMOK iIMYHHOI BiANOBiAI B KOHTEKCTI MyNbTu-
AvcuMnniHapHOro niaxoAy, a TakKoX o6roBopuTu CTpaTerito
TepaneBTUYHOI TaKTUKM TakKuUX nauieHTiB. HaykoBa nogid Bia-
byBanacs B dopmaTi Keic-MapadoHy i 6esnocepeaHbOro cnin-
KyBaHHs. Ha noyaTky 3axoay BiabyBCS Kpyraun CTin 3a ydac-
Tio 0bnacHMX ekcnepTiB 3 AMTSAYOI Ta AOPOCNOi iMyHonorii 3
Pi3HUX KYTOUKiB YKpaiHW. Bia3HayeHO akTuBauio cnisnpaui 3
€BPONENCbKNMU KONEramu, CTBOPEHHS BITYM3HAHOIO PEECTPY
iMyHOAEDILUNMTHUX MaUIEHTIB 3 MOPYLUEHHSAM CUHTE3Yy aHTUTIN.
MoHag 20 BUCTYMIB KAiHIYHMX iIMYHONOriB/AUTAUYMX IMYHONOrIB
6ynn npeacraBnieHi BNPOAOBX ABOX AHIB iIHTEHCUMBHOI po60oTu.
Ha wkoni 6ynu npeacrtaBneHi pesynbtaTv AiSNbHOCTI KoMna-
Hii Biopharma-BiTun3HgaHoro BupobHMKa IMYHOrnNobyniHiB B

PO3BUTKY BITYN3HAHOI iIMYHONOrIT, Ai@arHOCTUKM MALIEHTIB i3 BPOAXEHUMU MOMUNKAMU IMYHITETY i
niaHn Ha ManbyTHeE. AMCKyCii Nig Yyac 3MMOBOI WKOAN BUSABUNM NOTPeby aKTUBHOIO 3axuCTy BiA
iHeKUin 0Cib i3 BpOAXEHUMU MOPYLUEHHAMM IMYHHOT CUCTEMU — CBOEYACHa CMCTEMATUYHA CE30H-
Ha BakuMHauisa, 3aMicHa iMyHornobyniHoTepanis, NnpodinakTMyHa aHTMMiKpobHa Tepanisa Ta CKo-
OpAMHOBaHa AisNbHICTb daxiBuiB pisHMX obnacTtein 3 HagaHHS iIMYHOOMYHOT AOMOMOrK NauieHTaM
B YMOBax BiiHM. Ha 3aBeplueHHs 3MMOBOI LWKONM «BpoaXKeHi NOMUAKKN IMYHITETY» OpraHizaTtopu
BMpasnnu BMNEBHEHICTb, WO 6inblWicTb HanpauBaHb i BUCBITNEHUX NPOTAroM (axoBOi 3yCTpidi
inen 6yae yCniWHO BTINEHO Y XUTTS.

KnrouyoBi cnoBa: daxoBa WKona, NepBUHHI iMyHoaediumTH.
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Winter Specialized Immunology School,
“Inborn Errors of Immunity”

Anastasiia Bondarenko!, Valentyna Chopyak?,
Yuriy Stepanovskyi!, Khrystyna Lishchuk-Yakymovych?,
Anna Hilfanovat

1European Medical School of the International European Uni-
versity, Kyiv, Ukraine
’Danylo Halytsky Lviv National Medical University, Lviv, Ukraine

On December 15-17, 2022, the Winter Specialized Immunolo-
gy School, “Inborn Errors of Immunity,” was held in Uzhgorod
of Zakarpattia Region with the support of Danylo Halytsky Lviv
National Medical University, the International Interdisciplinary
Association of Medical Professionals, the All-Ukrainian Associ-
ation of Pediatric Immunology NGO, and the International Eu-
ropean University. This school aims to analyze new approaches
to the early diagnosis of primary/congenital disorders of the
immune response in the context of the multidisciplinary ap-
proach, as well as to discuss the strategy of therapeutic tac-
tics of such patients. The scientific event was held in the case
marathon and direct communication formats. At the beginning
of the event, a round table was held with the participation of
regional experts in pediatric and adult immunology from dif-
ferent parts of Ukraine. More active cooperation with European
colleagues and the creation of a national registry of immuno-
deficient patients with impaired antibody synthesis were not-
ed. More than 20 speeches by clinical immunologists/pediatric
immunologists were presented during two days of intensive
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work. During this school, results of Biopharma activities, a domestic producer of immunoglobu-
lins, and plans for the future were presented in the field of domestic immunology development
and diagnosis of patients with inborn errors of immunity. Discussions during the Winter School
revealed the need to actively protect persons with congenital disorders of the immune system
against infections by means of timely systematic seasonal vaccination, replacement immuno-
globulin therapy, prophylactic antimicrobial therapy, and coordinated activities of specialists from
various fields to provide immunological aid to patients in war conditions. At the end of the “Inborn
Errors of Immunity” Winter School, organizers expressed confidence that most efforts and ideas
highlighted during the professional meeting will be successfully implemented.

Keywords: Vocational school, primary immunodeficiency.
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15-17 rpyaHs 2022 poky B M. Yxropoz Ha 3a-
kapnaTTi Binbynaca 3umoBa daxoBa wWKona 3
iMyHosorii «BpogykeHi MOMWIIKK IMYHITETY>» B
dopmarTi kenc-mapadoHy i 6e3nocepenHbOro
CNiNIKYBaHHA.

OpraHizatopu 3axogy — MixHapoAHa Mixauc-
uMniiHapHa acouiauis mMegmuyHmx npodecio-
Hanis, MO «BceykpaiHcbka acouiauia AnTayoi
iMmyHonorii», JIbBiBCbKMA HaLiOHaNbHUN Me-
OVYHUI yHiBEpCUTET iMeHi [laHuna Mannubko-
ro Ta MixHapoAHUA €BPOMENCbKUI YHIBEpPCU-
TeT B ocobax oniHioH-NigepiB 3 AiarHOCTUKM i
MeAWYHOro CynpoBoAy NepBUHHUX iMyHoAedi-
uMTiB (BpOAXEHMX MOMUNOK iIMYHITETY) — Npo-
decopu AHacTacia boHaapeHko Ta BaneHTu-
Ha Yonsk, pgoueHTn KOpin CTenaHOBCbKWUI Ta
XpuctmHa Jliwyk-SAKMMoBumy.

Bpoa)keHi MOMUNKW IMYHITETY XapakKTepusy-
IOTbCA KifbKicCHMMKM Ta/abo sAKicHUMKM nopy-
LWEHHAMM B PIi3HUX NaHKax iMYHHOI CUCTEMM
JIOAVHW |y NIACYMKY HE3[aTHICTIO OpraHiamy
NpoTUCTOATK arpecii Mikpobis Ta/abo po3BumBa-
TW aBTOIMYHHIi, aBTo3anasbHi, anepriyHi, nim-
donponidepaTnBHi Ta iHWI NaTtonoriyHi Npo-
uecu. NauieHTn 3 pisHMMKN gedeKTaMn iMyHHOI
cucTemMun noTpebytoTb BMCOKOCMEeLiani3oBaHHOI
aonomoru. Mepebir umMx 3axsoproBaHb y nawi-
€EHTIB 3 nMepBuHHUMU iMyHomediumTamn (MIAO)
MOXe BYyTU TSXKUM i CYynpoBOAXYBATUCH BUCO-
KOl fieTanbHicTio. Taki nauieHTn notpebytoTb
CTauioHapHOro JlikyBaHHA 3 3aCTOCYBaHHAM
pi3HMX BMAIB NPOTMMIKPOBHOI, iMyHO3aMiCHOI,
iMyHOMOAY/1H0KYOl, iIMYHOCYNpecuBHOI Tepanii
Ta iMyHonpodinakTUku Ana perysatoBaHHS No-
pyLWeHnX QyHKLiNn iMyHHOI cuctemm. Yacroro €
HeobXiaHICTb B TpUBanMX, iIHTEHCUBHUX i CUC-
TEMAaTUYHUX Kypcax NliKyBaHHA y cTalioHapax.
Mauientam 3 neBHumu NI npusHayvaloTb 3a-
cobn npoTuMikpobHOI npodinakTukM, BaKuUU-
HaLilo 9K OAMH i3 BaXJIMBUX 3acobiB 3axmucTy
BiA iHdeKuinHnX xBopob. 3 ornaay Ha CTpiMm-
KW pO3BUTOK iMYHONOrIT Ta MONEKYNSpHO-re-
HETUYHUX METOAIB AOCMiAXEHHSA KiNbKIiCTb
cneKkTp Ho300ri4YHUX opm MNIA y CBiTi NOCTIN-
HO 36inbwyeTbcs, i MM MaeMo 6yTn roTosi 4o
LMX BUKIIUKIB.

Ha nouatky 3axoay BiabyBCsi Kpyriavin CTin
3a y4acTio obnacHux ekcnepTiB 3 AUTAYOI Ta
[0pocCnoi’ iIMyHOsOrii 3 pi3HUX KYTOYKiB YKpa-
THM nig ronosByBaHHAM ekcnepta MO3 Ykpai-
HU 3 iMyHonorii npodecopa BaneHTnHu HYonsak
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LLOA0 NMOTOYHUX NpobneM, 3 AKUMU CTUKAETHLCH
ranysb KJiHIYHOI iMyHOJIOrii B yMOBax BiliHW B
YkpaiHi. byno obroBopeHo OCHOBHiI mepcnek-
TUBU BUKOPUCTAHHA AUPEKTUBHUX LOKYMEHTIB
iMyHONOri4yHOi cny>x6un B ymMOBax BilHM, 3abe3-
neyeHHs 3aMiCHOK iMyHOTepani€to, came iMy-
HornobyniHamu, nauienTis 3 MNIA. Bia3HayeHo
aKTMBaLilo cniBnpali 3 EBPONENCbKUMU KoNe-
ramu, CTBOPEHHS BiTYU3HAHOIO PEECTPY iIMYHO-
AediUNTHMUX NaLIiEHTIB 3 MOPYLIEHHAM CUHTE3Y
aHTUTIN. HakpecneHo HanpaMu nogasnblloi Ai-
ANBHOCTI IMYHONOrYHOI cnyx6u B nepioa Bin-
CbKOBOro CTaHy. 3p0ob/eHo akUeHT Ha nuTaH-
HA 3aXWUCTy BiA4 iHdeKUin ocCib i3 BpoaXeHUMU
NopyLeHHAMN iIMYHHOI CUCTEMM — CBOEYACHA
cucTteMaTMyHa Ce3OHHa BakuuHauif, 3amic-
Ha iMyHornobyniHoTepania, npodinakTnyHa
aHTUMiKpobHa Tepanis Ta CKOOpAVHOBaHa Ai-
ANbHICTb (haxiBUiB pi3HMX obnacTein 3 HagaHHS
iMyHOJIOr4YHOI AOMOMOrM NauieHTaMm B yMOBaXx
BiMHMN.

Mpodecop AHacTacis boHaapeHKO Ta AOUEHT
XpuctnHa Jliwyk-AKMMOBUY  Npe3eHTyBanum
CBITOBi «HOBWHKMW» AiarHOCTUKWU, JNiKyBaH-
HA Ta ocobnmBocTel iMyHOMNPO@INakTUKn vy
NauieHTIiB 3 MNepBUMHHUMK iMyHoAediunTaMu:
HoBa knacudikauia IUIS (International Union
of Immunologic Sociaties) 2022 poky, Micue
BPOAXKEHUX MOMWIIOK IMYHITETY B MiXHapoa-
HiM knacudikauii xeopob 11 nepernagy, ma-
Tepiann imyHonoriyHnx koHrpecis IPIC, ESID,
wo Biabynucsa npotsrom 2022 poky. OnucaHo
noHaa 450 Ho3onoriyHmx dopm MIA, aki pis-
HATbCA 3@ XapaKkTepoM MopyLleHHs GYHKLUIN
iIMYHHOI CMCTEMU Ta CTyneHeM iMYHOCYMpecCil,
Bi AKMX 3aNeXuUTb CXWbHICTb A0 iHdeKUin,
BiANOBIAb Ha IMYHI3aUil0 Ta PUSUKUN MOXIIUBO-
ro po3BUTKY YCK/IaAHEHb.

Y wkoni 6ynu npeacrtasneHi pesynbTatu Ai-
ANBHOCTI  KOMNaHii Biopharma-BiT4M3HAHOrO
BUpOBOHUKA iMyHOrnobyniHiB B poO3BUTKY Bi-
TUM3HAHOI IMYHONOril, AiarHOCTUKW nauieH-
TiB i3 BPOAXXEHUMWN MOMWUIIKAMK IMYHITETY Ta
nnaHn Ha mMambyTHe. IHiuinoBaHi AdiarHoCTUY-
Hi npoektn 3 T1I[, BpaxoBykuu NIATPUMKY
MONEKYNAPHO-TEHETUYHUX O0BCTexXeHb, Ma-
I0Tb BaX/IMBe 3HAYeHHs B paHHiN AiarHoc-
TUui Ta 3abe3neyvyeHHi BMCOKOI SKOCTI XUTTH
NavuieHTiB, CKPUHIHIOBI nNporpamMu Towo. 3a-
Boa Biopharma - eauHui y CxigHin €sponi
dpakuioHaTop NnasMu, i BiH po3TaloBaHuii B
YKpaiHi. 3amicHa Tepania iMyHornobyniHamu
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On December 15-17, 2022, the Winter Spe-
cialized Immunology School, “Inborn Immuni-
ty Faults,” was held in Uzhgorod in Zakarpattia
Region, in the format of the case marathon
and face-to-face communication.

Event organizers were the International Inter-
disciplinary Association of Medical Profession-
als, the All-Ukrainian Association of Pediatric
Immunology NGO, Danylo Halytsky Lviv Na-
tional Medical University, and the Internation-
al European University represented by opinion
leaders in the diagnosis and medical support
of primary immunodeficiencies (inborn errors
of immunity) - Professors Anastasiia Bond-
arenko and Valentyna Chopyak, Associate
Professors Yuriy Stepanovskyi and Khrystyna
Lishchuk-Yakymovych.

Inborn errors of immunity are characterized
by quantitative and/or qualitative disorders
in various parts of the human immune sys-
tem resulting in the body’s inability to resist
microbial aggression and/or the development
of autoimmune, autoinflammatory, allergic,
lymphoproliferative, and other pathological
processes. Patients with various immune sys-
tem defects require highly specialized care.
The course of these diseases in patients with
primary immunodeficiency (PID) can be se-
vere and accompanied by high mortality. Such
patients require inpatient treatment using var-
ious types of antimicrobial, immunosupport-
ive, immunomodulatory, immunosuppressive
therapy, and immunoprophylaxis to regulate
the impaired functions of the immune system.
The need for long, intensive, and systemat-
ic hospital treatment is frequent. Patients
with certain PIDs are prescribed antimicrobi-
al prophylaxis and vaccination as one of the
important means of protection against infec-
tious diseases. With the rapid development of
immunology and molecular genetic research
methods, the spectrum of nosological PID
forms in the world is growing continuously,
and we must be ready for these challenges.

At the beginning of the event, a round table
was held with the participation of regional ex-
perts in pediatric and adult immunology from
various parts of Ukraine, chaired by Professor
Valentyna Chopyak, an immunology expert
of the Ministry of Health of Ukraine, regard-
ing the current problems faced in the field of

21
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clinical immunology in the conditions of war
in Ukraine. The main prospects for using di-
rective documents of the immunological ser-
vice in the conditions of war and the provi-
sion of replacement immunotherapy, namely
immunoglobulins, for patients with PID were
discussed. More active cooperation with Euro-
pean colleagues and the creation of a national
registry of immunodeficient patients with im-
paired antibody synthesis were noted. The ar-
eas of further activities of the immunological
service during martial law were outlined. The
focus was placed on protecting persons with
congenital immune system disorders against
infections by means of timely systematic sea-
sonal vaccination, replacement immunoglobu-
lin therapy, prophylactic antimicrobial therapy,
and coordinated activities of specialists from
various fields to provide immunological aid to
patients in war conditions.

Professor Anastasiia Bondarenko and As-
sociate Professor Khrystyna Lishchuk-Yaky-
movych presented to the world “novelties”
of diagnosis, treatment, and peculiarities of
immunoprophylaxis in patients with primary
immunodeficiencies: the new 2022 IUIS (In-
ternational Union of Immunologic Societies)
classification, the place of inborn errors of
immunity in the International Classification of
Diseases, 11th Revision (ICD-11), materials
of IPIC and ESID immunological congresses
held in 2022. To date, more than 450 nosolog-
ical forms of PID have been described differing
by the nature of immune system dysfunction
and the degree of immunosuppression, which
predetermines the susceptibility to infections,
response to immunization, and risks of possi-
ble complications.

During the school, results of Biopharma activi-
ties, a domestic producer of immunoglobulins,
and plans for the future were presented in the
field of domestic immunology development
and diagnosis of patients with inborn errors
of immunity. Initiated diagnostic projects with
PID, including support for molecular genetic
examinations, bear great significance in early
diagnosis and ensuring high quality of life for
patients, screening programs, etc. The Bio-
pharma plant is the only plasma fractionator
in Eastern Europe. What is more, it is located
in Ukraine. Immunoglobulin replacement ther-
apy is one of the leading therapeutic agents



Mpaui HTLL MeanyHi Hayku
2023, Tom 71, N® 1 ISSN 2708-8634 (print)

Proc Shevchenko Sci Soc Med Sci
ISSN 2708-8642 (online)

WWW.MSpsSss.org.ua
2023, Vol. 71, 1

3BiT Npo Hapaay

- OAWH i3 MPOBIAHUX TepaneBTUYHUX 3acobiB
Npv BPOAXEHMX MOMUNKAX iIMYHITETY, TOMY Ha-
SABHICTb | NiATPMMKA BIiTYM3HAHOrO BUPOBHMKaA
€ BaXxMBol B 6e3nepepBHOMY 3abe3neyeHHi
Tepanii.

Knto4yoBy posib Y NOCTAHOBLiI TOYHOrO AiarHo-
3y i noganblii A0Ni NAUIEHTIB i3 BPOAXKEHNMMN
noMusKamMmn imMyHiteTy Bigirpae nabopaTtopHa
AiarHoCcTuKa i npaBuibHA iHTepripeTauia pe-
3y/bTaTiB iIMYHONOrYHOro AOoCNigXeHHd. Ha
Manctep-knaci «IHTepnpeTtauisa iMyHoOnoriy-
HUX AOCNiAXeHb» 06roBopuan CKAaaHi nu-
TaHHSA aMdepeHUinHOi AiarHOCTUKN MiX nep-
BUHHUMM | BTOPUHHUMU iMyHOAediuMTamMn Ha
TNi nepebiry TAXKMX 3axXBOPHOBaHb HUPOK,
KMLIKIBHWKA Ta OHKOJIOMYHUX 3aXBOPOBaHb i/
abo iMyHocynpecuBHOI Tepanii. AHani3 nokas-
HUKIB IMYHOMOMYHOrO O6CTEeXeHHsA B 3icTaB-
JNIeHHI 3 KJIHIYHOK KapTWHOIO, AAaHMMU aHaM-
He3y Ta OTPMMYBAHOrO JliKyBaHHS, AOMOMOXe
YHUKHYTU MOMWJIKOBOro TpakTyBaHHA. [lia
yac MalcTep-knacy nikapi-iMmyHosoru Manmu
3MOry MOCnifIKyBaTUCbL i3 CnewuianicTkor, dKa
6e3nocepenHbO 3ajisgHa y npouec 34iNCHEH-
HA IMYHOMOrMYHUX AOCNIAXEHb, | 3PO3YyMiTH
TOHKOLLI OUIHKW MNOKa3HMKIB iMyHOrpaMm Ha
npoTo4yHoMy uutodntoopumeTpi. Came TaHAEM
KniHiuMcTa i kBanigikoBaHoro daxisusa nabo-
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paTopHOi AiarHOCTUKU € YCMilWHUM LWASXOM
[0 CKNagHoro AiarHosy nepBUHHOIO iMyHoAae-
QiunTy, WO AOMNOMOXE BU3HAUUTU MpaBUilb-
He niKkyBaHHS i 3a6e3neunTn AOCTONHY SAKICTb
XUTTHA NaLEHTIB.

Binbip y4yacHukiB BigbyBaBCs Ha KOHKYPCHIl
OCHOBI 040 HaMLUiKaBiWMX KAIHIYHUX BUNaa-
KiB MI[. Hanbinbw uikasi i npobnemHi Bunaa-
Kn 6ynu BKIOYEHi B nporpamy 3axoay. Bu-
6paHuii dopmMaTt Kenc-mapadoHy nepenbavas
[0noBiai yyacHuKiB M akTMBHe 06roBOpeHHS
iX 3 ayauTopi€o, GOpMytOBaHHS BUCHOBKIB,
aNropuTMiB 0B6CTEXEHHS | NiKyBaHHA y rpy-
nax, Wo Jano 3MOory BCiM y4yacHukam 6yTu
aKTUMBHO 3any4YeHuMMW Yy npouec. 3a y4acTio
moaepaTopiB (npodecop BaneHTMHa Yonsk,
npodecop AHacTacia boHaapeHKO, AOUEHT
XpuctuHa Jiwyk-AkmMoBmY Ta goueHT HOpin
CrenaHoBCbKWUI) B npoueci 06roBopeHHs Kii-
HiYHMX BMNAAKiB 3 OAHOYACHUM HaBUYaAHHAM i
BignpaulBaHHAM NiKapAMU-iMyHONOraMm cy-
YaCHUX anropuTMiB AiarHOCTUKW Ta JliKyBaHHS
NEPBUHHUX iIMyHOAEDILUNTIB — BPOAXKEHUX NO-
MWJIOK IMYHITETY 3 BUKOpUCTaHHAM CTaHaapTiB
AIArHOCTUKM i NTIKyBAHHA NEPBUHHUX iMyHOAE-
diunTie, wWo 6ynm nonepenHbO 3aTBEPAXKEHI
MO3 Ykpainm (Haka3z N° 2952 Big 31.12.2021

pOKY).

PucyHok 1. YyacHUKM 31MMOBOI haxXx0BOi WKOAN 3 iMyHONOriil «Bpoa)XeHi NOMUAKKN iMYHITETY>»
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for inborn errors of immunity. Therefore, the
presence and support of a domestic manufac-
turer are significant in continuous therapy.

Laboratory diagnostics and the correct
interpretation of immunological research
results play a crucial role in making an accurate
diagnosis and the future fate of patients
with inborn errors of immunity. During the
master class “Interpretation of Immunological
Studies,” complex issues of differential
diagnosis between primary and secondary
immunodeficiencies against the background
of severe kidney, intestinal and oncological
diseases and/or immunosuppressive
therapy were discussed. Analysis of the
indicators of the immunological examination
compared to the clinical picture, data from
the anamnesis, and treatment received will
help avoid erroneous interpretations. During
the master class, immunologists had the
opportunity to talk with a specialist who is
directly involved in conducting immunological
research and understands the intricacies of
evaluating immunogram indicators on a flow
cytofluorometer. The tandem of a clinician and
a qualified laboratory diagnostics specialist
creates a successful path to a complex
diagnosis of primary immunodeficiency,

Meeting report

allowing for determining the correct treatment
and ensuring a decent quality of life for
patients.

Participants were selected competitively
based on the most interesting clinical cases
of PID. The most interesting and problematic
cases were included in the event program.
The chosen format of the case marathon
involved presentations by participants and
their active discussion with the audience,
shaping conclusions, examination, and
treatment algorithms in groups, which allowed
all participants to be actively engaged in the
process. Moderators (Professor Valentyna
Chopyak, Professor Anastasiia Bondarenko,
Associate Professor Khrystyna Lishchuk-
Yakymovych, and Associate Professor Yuriy
Stepanovskyi) participated in discussing
clinical cases with simultaneous training
and practice for immunologists in the field
of modern algorithms for the diagnosis and
treatment of primary immunodeficiencies -
inborn errors of immunity using Standards
for the Diagnosis and Treatment of Primary
Immunodeficiencies, which were previously
approved by the Ministry of Health of Ukraine
(Order No. 2952 dated December 31, 2021).

Figure 1. Participants of the Winter Specialized Immunology School, “Inborn Errors of Immunity”
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Y npoueci npeacTaBneHHa KNiHIYHUX BUNaa-
KiB 6ynn obroBopeHi npobnemMHi nuTaHHS.
OcobnumBo uikaBuMu 6ynu: pi3HOMaAHITHI Kni-
HiYHi MaHidecTauii 3aranbHOro BapiabenbHo-
ro iMmyHozediunty (iHMeKUiliHi, ayToiMyHHI,
OHKOJOriYHI, remMaTonoriyHi), audepeHuiriHa
AiarHOCTUKA MK MNEPBUHHUM | BTOPUHHUM
iMyHOZedILMTOM aHTUTINOYTBOPEHHS, AOBIrUi
WNaxX A0 AiarHosy npu CUHAPOMI rinepram-
mMarnobyniHemii E. BaxnuBow Ansa npaktun-
KW € cniBrnpausa 3 CYMbKHUMKU cneuianictamu,
30KpeMa, 3 remartonoramum, pesBMaTO/IOraMu
Ta NynbMOHOJSI0OraMn 4yepes pi3HOMaHITHI Ma-
HidpecTauii NepBUHHUX iMyHOAEdIUMTIB, 30-
Kpema, niMdoMM, HBEHINbHI igionaTuyHi ap-
TpuTH, dOi6pPO3 NereHb Towo. JoCTaTHbO HOBaA
rpyna BpPOAXEHUX MOMWIIOK iMYHITETY — aB-
To3anasjbHi CUHAPOMU — HEpPIAKO NpeacTaBnsd-
I0Tb 3HAYHIi AiarHOCTUYHI BUKANKK (CUHAPOM
rineprammarnobyniHemii D, cungpom LWHiune-
pa, CimelHa cepeA3eMHOMOpPCbKa JIMXOMaHKa,
CMHAPOM akTumBauii Makpodaris). lMpobnem-
HUMW € iHTepnpeTauii pe3ynbTaTiB MOJEKy-
NAPHO-reHeTUYHOro o6CTeXeHHs Npu BapiaH-
Tax HEBM3HAYeHOI 3HauyLWocCTi i/abo HeENOBHOI
NeHeTPaHTHOCTI, MeHeAXMEeHT iHdeKUilnHoro
CUHAPOMY MpU  XPOHIYHIN rpaHynbOMaTO3-

Meeting report

HiW xBOopob6i, nepebir i Hacnigkn COVID-19 y
MauieHTIB i3 BPOOXKEHUMU MOMUIIKAMUN IMYHIi-
TeTy, CBO€YaCHa nMpeHaTasibHa AiarHocTuKa
i MEHeAXMEHT TSXKOro KOMb6iHOBaHOBAHOro
iMmyHonediunTy, BMOIp TakTUKM BeAEHHS na-
Li€EHTIB i3 AiarHo3aMu, WO NOTEHLiMHO noTpe-
6y0Tb TpaHCNaHTaLii KICTKOBOro MO3KY.

[MpoTAromM AisNbHOCTI KON NiKapi-iMyHoO0rM

AeTanbHOo BignpauboByBanu:

e (OpMYyIOBaHHSA AiarHo3y MNepBUHHOro iMy-
HoZediunTy 3rigHO 3 Cy4acHMMK knacudika-
uiamm (MKX-10, IUIS 2022, MKX-11);

e nonepeaxysBasibHi O03HaKW - KpuUTepii nep-
BWHHOTrO iMyHOAediunTy Ana nikapis pisHMX
cneudianbHOCTEN, afXxe KJiHiYHa KapTuHa
NI moxe 6yTn pi3HOM;

e [HTeprnpeTauito pe3ynbTaTiB
0b6CTEXEHHS;

e NMPUHUMNM MPU3HAYEHHA 3aMicHoi Tepanii
iMmyHornobyniHamu (pexum, TpuBanicTb, MO-
HITOPUHI ePeKTUBHOCTI);

e ninbip TapreTHoOI Tepanii;

e pekoMeHAaLil A0 TpaHCcrnaHTauil KicCTKoBOro
MO3KY Mpu NEPBUHHUX iMyHOAediunTaX;

e MapLWpyT NauieHTa A0 TpaHcriaHTauii Kict-
KOBOro MO3KY.

FEHETUYHOIo

PucyHok 2. Mepwunit aeHb pob0oTK haxoBOi LWKOAN
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During the presentation of clinical cases,
problems were discussed. The following were
particularly interesting: various clinical man-
ifestations of general variable immunodefi-
ciency (infectious, autoimmune, oncological,
hematological), the differential diagnosis
between primary and secondary immunode-
ficiency of antibody formation, a long path
to the diagnosis in hypergammaglobulin-
emia syndrome E. Collaboration with relat-
ed specialists, particularly hematologists,
rheumatologists, and pulmonologists, is es-
sential for practice due to various manifesta-
tions of primary immunodeficiencies, includ-
ing lymphomas, juvenile idiopathic arthritis,
pulmonary fibrosis, etc. Autoinflammatory
syndromes constitute a relatively new group
of inborn errors of immunity, often present-
ing significant diagnostic challenges (hyper-
gammaglobulinemia D syndrome, Schnit-
zler syndrome, familial Mediterranean fever,
macrophage activation syndrome). Current
problems include interpretations of molecu-
lar genetic examination results for variants
of uncertain significance and/or incomplete
penetrance, management of the infectious
syndrome in chronic granulomatous disease,

Meeting report

the course and consequences of COVID-19
in patients with inborn errors of immunity,
timely prenatal diagnosis and management
of severe combined immunodeficiency, and
the selection of the tactics for managing pa-
tients with diagnoses potentially requiring
bone marrow transplantation.

During school, immunologists practiced the

following in detail:

e the wording of the diagnosis of primary im-
munodeficiency according to modern classi-
fications (ICD-10, IUIS 2022, ICD-11);

e warning signs - criteria of a primary immu-
nodeficiency for doctors of various special-
ties because the clinical picture of PID can
be diverse;

e interpretation of genetic examination re-
sults;

e principles for prescribing replacement ther-
apy with immunoglobulins (regime, dura-
tion, monitoring of efficiency);

e selecting target therapy;

e recommendations for bone marrow trans-
plantation in primary immunodeficiencies;

e the patient’s route to bone marrow trans-
plantation.

Figure 2. The first day of the Specialized School
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PucyHok 3. Opyruit aeHb poboTu haxoBoi WKOAN 3 iMyHONOTii

3mnMoBa axoBa WKona 3 iMyHonorii «Bpoaxe- [ano 3MOory MnOBHICTIO 3aHypuTUCS B npode-
Hi MOMUNKW IMYHITETY>» CTasla KOBTKOM >XXWBOI0 CiiHy aTmocdepy. Manu 3Mory 3rypTyBaTuCb
CMifIKyBaHHS Y MOPIBHAHO 6&3ne4YHOMY KyTOou- aopocni Ta aguTtadi daxisui 3 imyHonorii, 0bmi-
Ky YkpaiHu — 3akapnatTi. Banckydi kniHiyHi HATUCb AOCBIAOM, PO3LWWMPUTU HAYKOBO-MpaK-
BUMaAKM, Wo 3pobunu uen 3axig, HeBuMyLle- TUYHI 3HAHHSA, YAOCKOHANINTU MPAKTUYHY poO-
He CnifikyBaHHSA | nepebyBaHHSA Ha OAHIN XBU- 60Ty B 3abe3neyeHHi iMyHONoriyHoi JonomMoru
ni y cdopmaTi BEIMKOro ChifibHOro KOHCUAiIyMy nauieHtam 3 M1 ocobnnBO B Yac BilHW.
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Figure 3. The second day of the Specialized Immunology School

The Winter Specialized Immunology School, enabled full immersion in the professional at-
“Inborn Errors of Immunity,” has become a mosphere. It brought together adult and pedi-
sip of live communication in a relatively safe atric immunology specialists in their exchange
part of Ukraine — Zakarpattia Region. Brilliant of experience, expansion of scientific and prac-
clinical cases that this event composed of, re- tical knowledge, and improvement of practical
laxed communication, and being on the same work in providing immunological assistance to
wavelength as part of a large joint conference patients with PID, especially in times of war.
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