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Mipxonun oo Po3p0OKU KJIiHIYHUX KPpUTEPIIB
BUNaakiB, Nigo3pisivx woao nepBUHHOro
iMmyHOopediuuTy (ornap niteparypu)
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CtaHom Ha 2018 pik Bigomo noHan 350 Hosomoriit nepBuHHUX (BpomkeHux) imyHodedpiunTie (MIM). BinbwicTb BUNagkiB BPOMKEHUX iMyHOAEMILMTIB
3A7MWAOTLCSA He AiarHOCTOBAHWMMU Yepe3 BifCYTHICTb MaTOrHOMOHIYHUX CUMMTOMIB | HU3bKY HACTOPOXXEHICTb Jikapi LWofo uiei natonorii. Hapasi M
He € hatanbHUMK, X MOXHA JiKyBaTu. Y BUNALKy PaHHbOro BCTAHOBMEHHs fiarHo3y ML y AiTeit 3'ABNSETbCA WAHC HA NMOBHOLIHHE XMTTS Ta HEpigKo —
Ha NOBHE 0JyXXaHHA. BaXKNnBOK € po3pobka KpuTepiiB Ans BU3HAYEHHs BUNALKIB, Nigo3spinux Ha MM,

MeTa: B1B4EHHA NIAXOAiB A0 PO3POOKM KMiHIYHUX KpuTepii BussneHHs M.

Marepianu i meToau. MpoBeAeHO 36ip Ta aHani3 niTepaTypHUX MKEPeN, Lo CTOCYHTbCSA KNiHIYHUX KpuTepiiB, NoB'a3aHnx 3 npossamu M. MpoaHanizoBaHo
13 po6ir.

PesynbTatu. Y CBITi, y TOMY 4uchi B YKpaiHi, po3po6sieHo psa KpUTepiiB, SKi MOXYTb 6YTW KNiHIYHUMU Mapkepamin Nigo3pu Ha BPOLKEHWiA iMyHoaedilnT.
Migxoan [0 po3pobku KniHiyHUX kpuTepiis NI 6ynu pisHUMU: METOAN PO3PaXYHKY 4acTOTW 03HAK XBOPOOW, BUKOPUCTAHHS YOTUPUNINLHOI Tabnuui 2,
PErpeciiiHoro aHanisy, CTBOPEHHS iMyHOAeMiLUMT-NOB'A3aHOr0 MOKa3HWKA [N OLiHKW AiarHo3iB rocniTani3oBaHMx NauUieHTIB LWASXOM KOMM'OTEPHOrO
CKPUHIHTY. IcHYe nuwe ogHa po6oTa, y Kl po3po6eHo KpuTepii OKpemMo Ans Aiteit i [Opocnux.

BucHoBku. [1ns BusBneHHs nauieHTis 3 M1 3aCTOCOBYIOTHCA Pi3HI METOANKM. ICHYHOYI NiAX0AM MOXYTb OYyTW MepefyMOBOI Ans NOAaNnbLuoi po3po6KY
KNiHIYHUX KPUTEPIiB PaHHbOrO BUABIEHHS NI,

Knto4oBi cnosa: guta4a imyHonoris, NepBUHHI iMyHoAediLMTK, KNiHIYHI KpuTepii.

Approaches to the development of clinical criteria for cases suspected of primary
immunodeficiency (literature review)
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Topicality. For 2018, there are more than 350 nosologies of primary immunodeficiencies. Most cases of congenital immunodeficiencies remain undiagnosed
due to the absence of pathognomonic symptoms with them and the low level of doctors' awareness of this pathology. Primary (congenital) immunodeficien-
cies are not fatal nowadays, as they can be treated. In case of the early diagnosing, children get a chance for a full life and, often, a complete recovery.
So, development of criteria for identifying cases suspected of primary immunodeficiency is important.

Objective: Study of existing approaches to the development of clinical criteria for the detection of primary immunodeficiencies.

Material and methods. Collection and analysis of existing literature on clinical criteria related to manifestations of primary immunodeficiencies.

Results. We analyzed 13 works about development of criteria for primary immunodeficiencies diagnosis. Throughout the world, including Ukraine, a number
of criteria have been developed, which may be clinical markers of suspected congenital immunodeficiency. There were different approaches for the develop-
ment of clinical criteria for primary immunodeficiencies such as calculating the symptoms frequency, the ? fourfold table, regression analysis and making of
an immunodeficiency-related score for assessing the hospitalized patients' diagnoses through the computer screening. One work shows separately developed
criteria for children and adults.

Conclusions. The analysis of literature showed different methods for identifying patients with primary immunodeficiencies. Existing approaches can be a pre-
condition for the further clinical criteria development for the early detection of primary immunodeficiencies.

Key words: paediatric immunology, primary immunodeficiencies, clinical criteria.

Moaxopbl K pa3pa60TKe KJIMHN4YeCKUX Kputepues ciiy4aee, NoAO03pPUTEJIbHbIX
OTHOCUTEJIbHO NepPBUYHOro uMMyHoaeduumuta (0630p NuTepartypsbi)

CA. bernapsH, J1N. YepHbiwosa

HauuoHanbHas MeauUMHCKas akagemns nocnegunioMHoro oépasosanus umenn MN.J1. Wynuka, r. Knes, Ykpanna

Mo cocTosiHmio Ha 2018 rof U3BecTHO CBbille 350 HO30M0TNA NEPBUYHBIX (BPOXAEHHbIX) UMMYyHOLeduumnToB (MAL). BONbWKWHCTBO CNy4aeB BPOXAEHHbIX
VUMMYHOAE(ULNTOB OCTAIOTCA HE AMArHOCTUPOBAHHLIMU W3-32 OTCYTCTBMS NATOrHOMOHUYECKWX CUMMTOMOB W HU3KOW HACTOPOXXEHHOCTM Bpaveit
OTHOCUTENbHO JaHHOIA natonoruun. B HacToswee Bpemsa ML He ABRAOTCA haTanbHbIMK, UX MOXHO Ne4nTb. B cry4ae paHHel noctaHoBkM AnarHosa ML
y [eTel NOSBNAETCS LUAHC HA MOMHOLEHHYI0 XU3Hb 1 HEPEKO — Ha MOMHOE BbI3A0POBNEHNE. BaxHa paspaboTka KpUTepues ANs OnpeaeneHns cny4aes,
noAo3puTenbHbIX Ha MAL.

Llenb: n3yyeHne NoOAXoA0B K pa3paboTke KNMHUYECKNX KpuTepues BbisereHns MIAL.

Marepuanbl u MeTofbl. [poBeJeH COOP W aHanU3 NUTEPaTypHbIX UCTOYHUKOB, KACAIOLLMXCA KIMHUYECKUX KPUTEPUEB, CBA3AHHbIX C npossieHusmu MAL.
[poaHannamposaHo 13 pa6or.

Pe3ynbTatbl. B Mupe, B TOM 4ucne B YkpanHe, paspaboTtaH psg KpUTepues, KOTOPble MOTYT ObITb KMHUYECKUMI MapKepami NOAO3PEHNS Ha BPOXKAEHHbII
nmMmyHogeduunt. Moaxoabl K paspaboTke KnuHuveckux kputepues ML 6binn pa3HbIMiA: METOAbI pacyeTa 4acTOTbl MPU3HAKOB 60/1€3HU, UCMOb30BaHME
4eTbIPEXNOMbHON Ta6MMLbI X2, PErPECCUOHHOM0 aHann3a, Co3AaHne UMMYHOLeULMT-CBA3AHHOTO N0OKa3aTens Ans OLEHK ANarH030B roCnUTann3npoBaHHbIX
NaumneHToB NyTeM KOMMbIOTEPHOTO CKpUHUHTA. CyLiecTByeT TONbKO 0AHa paboTa, rae pa3pabatbiBannCh KpUTepUM OTAENbHO ANS [eTei 1 B3POCbIX.
BbiBofbl. [Ins BbisieneHus nauuentos ¢ MAL npumeHaoTcs pa3nuyHble MeToaunku. CyLLecTBytoLme Noaxoabl MOryT 6bITb NPEANOCHIIKOA ANg AanbHeiillen
pa3paboTKM KNUHNYECKUX KPUTEPUEB paHHero BbiseneHus MAL.

KnioyeBble ¢noBa: 4eTckas MMMYHONOrNS, NePBUYHbIE UMMYHOLEPULNTBI, KTMHUYECKNE KpUTEPUN.
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Beryn
HepBI/IHHi imynozedinutu (I11/1) — rpymna
reHeTUYHO 0OYMOBJIEHUX HOPYIIEHb iIMyH-
HOI CUCTEMU 3 PI3BHOMaHITHUMHU TIPOSBaMU. 3HAU-
Ha yactka III/] mposaBisoThCa y ANTSAYOMY Billi.

Jlig nepiaTpUYHOI MPAKTUKK BayKJTMBO HE TIPO-
cro Bugpaatu namientis 3 III/l, a BugasagaTu
iX gkomora pawiiie. e 103BoJIsiE YHUKHYTH TpU-
BaJIMX Ta BapTICHUX TOCIiTai3aIlil, iHBasiu3arii
Ta JietTajgbHOCTi. PaHO BcTaHOBJIEHUN [iarHO3
CIIPUSIE BYACHOMY JIKYBAaHHIO, IO MOXKJIUBO
111 3HAUHOI YaCTUHU 1TUX 3aXBOpIoBaHb. JIikyBaH-
Ha [11/] nasae marienTam nranc TpUBAJIOTO MOBHO-
IIHHOTO KUTTS.

3a HagBHOCTI BeJIMKOl KIJIBKOCTI IaIicHTIB
BIIPOJIOBK TPUBAJIOTO Yacy B IEHTpax, sKi 3afiMa-
I0ThCST TIPOOJIEMOIO BPOJIKEHOI IMYyHHOI MATOJIOTII,
yacto (GopMyIOTh peecTpu maiieHTiB. Peectpu
naiierTis 3 [IIJ[ cramu cydyacHum edekTUBHUM
IHCTPYMEHTOM aHaji3y TaKoi 3aXBOPIOBAHOCTI.
Koxna xkpaina 3azsuuaii (popmye cBili HaIlioHAIb-
HUU PEECTP, TAKOK ICHYIOTh MiXKHAPO/HI PEECTPHU.
CrarucTuyni 3BiTH peecTpiB mMyOsiKyIOThCST ab0
3a Becb Mepioj JAOCHiKeHHs, abo 3a3Buyaii
3a octaHHi 5 pokiB. Hanpukiaz, y peectpax naii€eH-
tiB 3 III/1 Ykpainu 3a 20 pokis (1995-2014 pp.),
Tymnicy 3a 25 pokis (1988—-2012 pp.), Beaukobpu-
tanii 3a 2008-2012 pp. Ta 2012-2017 pp., 3BiTax
ESID na ocHOBi €BponeiichbKOro peecTpy MoKHA
MOMITHTH, IO 3 POKAMU He JIUIIE TTiIBUILYETHCS
KIJIbKICTh HOBUX TMAIIEHTIB 32 KOKHUU HACTYII-
HUH PiK, ajse 1 3'ABJALIOTHCSA HOBI /1iaTHO3H, 3Mi-
HIOIOUU CITiBBiZIHOIIEHHS HO300TiyHuX rpy [TI/]
[4,21,24,25]. Brache mio TeHzaeHIiio OyJo mpoa-
HaJi30BaHO y jpocaipkenHi «Ilepsunni imynoze-
GbinuTy y cBiTi: GiABIIT YacTi, HiXK 3a3BUYAll 3/a-
€Tbcs» Ticast aHamizy 169 cratei, npucBsiueHUx
yCIM IOCTYITHUM 1 HAIlIOHAJIBHUM, 1 MI>KHAPOHUM
peectpam II1/] [18].

B Vxpaini Benerocst Peectp marieHnTis 3 mep-
BUHHUMU iMyHOediTnTaMu [4], 32 JTaHUMT SKOTO
yactoTta giarnocroBanux III/[ B Ykpaini crano-
suth 1,19 na 100000 nHacesenns. 3riiHO 3 JaHUMU
€BpOMENChKOTO PpeecTpy, Ilell MOKAa3HUK Ha
100000 mnacesnenust y [losbmii cranosutsh 1,44,
B Ascrpii — 1,178, y CnoBauunni — 1,049, onnax
B YTOpHIMHI 1€l MOKa3HUK BUIIUAHI 3,76,
a'y Opanriii makcumanpanii — 6,164 [1]. 3a nanu-
mu peectpy UKPID, y Besmko6puranii KibKicTh
niarnocrosanux I11/] cranosuts 5,9 na 100000 na-
cesnenns [26].

PeanbHa yactora HagBHuUX narienTis 3 111/ —
npubauzao 1:10000 (He BpaxoBytounm medirut
IgA, sikmit Tparusierbest npubausno B 1 Ha 700
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namienTis) [17]. To6ToO Ha MiJIbIOH YOJIOBIK Hace-
gennst npunajgae 100 takmx mnamienTiB. Jlocri-
JukeHHsd Tounoi yactotu 1[I HenmpocTi, OCKiabKT
11i 3aXBOPIOBAHHS MTOYAJIN BUSBJIATH JIUIIIE i3 cepe-
JIMHU MUHYJIOTO CTOJIITTS TA JIOCI € HOBUM HAIPsi-
MOM Y ME/IUIIMHI.

OTxe, 3a panumu ykpaincbkoro Peectpy
MEePBUHHUX IMYHO/IeDIUTIB y fiTel, BpOKeHa
MaToJIOTid IMyHHOI CUCTEMU JIIaTHOCTYEThCS JIUTITC
y 1,19:100000 girteit. TobTo 31 CcTaTHCTUYHO
nporuoszoBanux 100 Takux mali€edTiB HAa MiJTbIHOH
HacesJeHHS B YKpaiHi BUSBJASETbcS Jauine 12
naiienTiB. /liarHocTuka ixX yckiaajiHeHa THM, 110,
no-mepiie, MPaKTUKYIOYi JiKapli He MalOTh HACTO-
poskenocti mozmo ITI/I, mo-apyre, nepeBaskHa OiJib-
mricth [I1/[ He MaloTh KIIHIYHUX IaTOTHOMOHIY-
HUX O3HaK.

Y caiTi, 3a cupusinus Jeffrey Modell Founda-
tion, moxo II1/[ mmpoko BUKOPUCTOBYIOTHCS
10 o3nak Hactoposkenocti [19]. Ilepexycim BoHU
CIIPSIMOBaHI Ha BUSIBJIEHHS TIPOSIBIB iH(EKIIHHO-
ro cunapomy. Ockinmbku 3nauny yactky I11/] cTa-
HOBJISITH JleillUTH aHTUTIIOyTBOpeHHs, 1i 10
03HaK gyske BaxkauBi. OJHAK /1711 PAHHbOTO BUS-
BaeHHs ycix rpyn I[TI/] moTpibHi posmupeni kpu-
Tepii 3 mojaTkoBUMM o3Hakamu. Ha cboroani
Bizjomo monan 350 moszosoriunux ¢opm I/,
MIOPOKY BiIKPUBAIOTHCS JECITKU HOBUX. KiriHiv-
HUI Tepebir X HeJaBHO BIAKPUTHUX 3aXBOPIO-
BaHb JIOCUTDH pisHOMaHiTHUN. [HMeEKMinHNN cuH-
JIPOM He 3aBXK/H € MepIIOYePrOBUM IX IIPOSIBOM,
a i"omi B3arani BizcyTHiil. Cepen MeBHUX TPYI
III1 xxai"iuHi TPOSABU MOXKYTh TMOYUHATUCH
3 aBTOIMYHHOI, aBTO3alaJibHOI, OHKOJOTIYHOI
natosoriit. Tomy po3po6ka KpuTepiiB BUsIBJICHHS
ITI/T TpuBae.

Mema: BuBYEHHS ICHYIOUMX TTiIXO/IIB /10 PO3PO6-
KU KJIIHIYHUX KpUATePiiB paHHboro BusiBiaenud 11171,

MarepiaJ i METOIU TOCTII?KEHHS

[TpoBeneno 36ip Ta aHasi3 JiTepaTypHUX [IKe-
peJi, o CTOCYIOThC KJIHIYHUX KPUTEPIiB, MOB'sI-
3anmx 3 npossamu I11/].

Pe3yibraTi 0CTIZKEHHS Ta iX 0OrOBOPEHHS

Cranwy, sxi miguinte 6y igenTrdikoBaHi K mpo-
siBu imyHoziedinuty, 6ysm ormcasi me y 20-x pp.
XX cr. Y 1922 p. llyneir onmcas A0pOCINAX
MAIEHTIB 3 BA)KKOIO HENTPOIIEHIEIO Ta TAHTPEHO3-
HUMU HaJIbOoTaMu TJIOTKH [22]. ¥V 1926 p. onucani
HEBPOJIOTIYHI TIPOSBU 3 aTAKCI€IO TA TeJIeaHTieKTa-
sieio [23], a B 1941 p. y poGorax Jlyi—bBap e
3aXBOPIOBAHHS OIMCaHe K HO30JIOTiYHA OUHUTIS
[27]. Y 1937 p. Anbdpen BickoTT BumijiviB B okpe-
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MUl CUH/IPOM T1aTOJIOTiI0 HOBOHAPO/KEHUX XJIOII-
YMKIB 3 IBOX POJMH, SIKi MaJIi BPOJZKEHY TPOMOO-
IUTOIEHIIO 31 3MEHIIEHHSM PO3MIPiB TPOMOOIH-
TiB, a TAaKO’K TIOBTOPHI cepeii otuth [29]. Y 1954 p.
amepuKkaHcbkuii megiatp Pobepr Oupuy BUBYaB
LIICTb IIOKOJIIHDb TOJIJIAHCBKOI CIM'T Ta BIIMITUB
KiJTlbka cMepTell YOJIOBIKIB y PaHHbOMY BIlll BiJl
CXO0KOT'0 3aXBOPIOBAHHS.

IcTopia Bnacue I11/] mounnaerbes 3 pedinuTin
AHTHUTIZIOYTBOPEHHS, KOJIW aMEepPUKAHCHKUH Tie-
miatp Ornen Bpyton y 1952 p. BinkpuB 3axBo-
pPIOBaHHSI 3 BiJICYTHICTIO TamMMarjao0yJaiHOBOI
(paxii y monosoro xmoniig [10]. [isnime e 3ax-
BOPIOBAHHSI OTPUMAJIO Ha3BY araMMarjo0yiHemii
Bpyrona (Btk, X-3ueniena arammarioby rinemis).

B ocranmniii 3arBeppkeniit kiaacudikamii 1111
(International Union of Immunology Societies,
2017) naBezieHO ByKe 354 HO30JI0TII, /IS KOKHOI
3 IKMX BKa3aHi HalO1JIbII XapakTepHi o3Haku [ 16].
Ili npogBu 3a3BUYail cBiYaThb PO PO3BUTOK
PO3TOPHYTOI KJIIHIKHU 1 He 3aBK/IU € PAHHIMU 03HA-
KaMu XBOPOOH.

Y 1993 p. npauisauku Jeffrey Modell Founda-
tion ogHMMu 3 mepmmx po3pobuan 10 o3Hak
HactopoxkeHocTi moxo IT1/], sxi nocrifiHo yTou-
HIOBAJIUCA TILJISIXOM ONUTYBaHHS JIiKapiB KJiHIU-
HUX Ta akajgeMiyanx 6asz Mepexi nenrpis Jeffrey
Modell, mo Bkiaouae mani 3 monam 80 Kpain
[13,14,15]. Takox cepen pexkomenmariii Jeffrey
Modell onrcani okpemo 10 migospiaux oznax I11/]
st popocanx. Ilepembadaernesi, 1Mo HasIBHICTD
JIBOX O3HAK 3 HaBeIEHUX [eCSATH CBIMYUTH TIPO
Bunagok migospu Ha IIIJ[. Tobro darkTruHO
11e KpUTePii MiI03piIoro BUTIAJKY 3a BU3HAYEHHSAM
BcecsiTHBOI Opranizailii 0XopoHW 370pPOB'S I
IHIITUX HO30JIOTTYHUX (hOpPM 3aXBOPIOBaHb [8,9,20].

Taxkox, BiAmoBigHO 10 3BiTiB Mepeki 1eHTPiB
Jeffrey Modell, cmocrepiractbcsi TeHIEHIIis
JI0 3MiHM BiJTHOCHOI CTPYKTYPU BiJOMUX TPYII
ITI/I. Yacrora medinuTiB aHTUTIIOYTBOPEHHS
cranoButh 51,62% y 2011 p., 45,13% y 2018 p,,
yactota iMyHOMedinMTIB 13 XapaKTepHUMU
cunapomamu — 15,62% y 2011 p., 13,23%
y 2018 p. I'pyna neyrounennx II1/[ 3 Tperboro
MICITd TIPOTSATOM OCTAaHHIX JIeCATUPIUb 32 KIITbKi-
CTIO TAITiEHTIB BUHIIIA Ha pyTe Micie y 2018 p.,
craasim 15,04% [13,14].

Hecsth o3nak Hactoposkenocti Jeffrey Modell
o0 IT1/] 6ysiu mpoaHasizoBaHi y peTpoCIeKTHB-
HOMY JIOCJIiIKeHH] fanux 563 giteit y Perionasn-
HUX T[eHTpax AuTS401 imyHosorii KoposiBebKoro
nutsiaoro rocmitamio Mandectepa ta ['osioBHOTO
rocmitamio Hefokacna [6,28]. 3 aux 430 Bxke mamm
BcraHoBsiennit giarHos III/[. A B 133 giteit, 1o
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Masiu Tifo3py, miarnos IIJ1 micas geranbHOTO
obcTeskeHHs He OYB MiATBEPIKEHUI.

Amnaniz Takox mokasa, mo cepex 10 osnax
migospu Ha ITI/[ HagBHi GiabII 3HAYYIL O3HAKH,
mixk inm [28]. Iamientn Gysau posmnoxineni wa
HiATPYNU 32 IMYHOJIOTIYHUMU ypasKeHHSIMU: Hell-
tpodinis, T-riMmdonuTis, B-miMmdonuTis, kKomIe-
MeHTYy. Takok OKpeMo BUJIiJIeHY MiATPYIy Malli€H-
TiB, y strkux I[TIJ] mabopaTopHo He MiATBEpANBCS.
Jlo koxwuoi miarpynu 3acrtocyBasu 10 o3Hak
Hactopoxkernocti [I1/]. /Inst ominky 3ampornoHoBa-
HUX KPUTEPiiB BUKOPUCTOBYBAJIW CTATUCTUYHI
MeTO/iM (* Ta JIOTICTHYHOI perpecii. 3a MeTo0M X’
OIliHIOBaJIaCsA 4acTOTa O3HAK, IO 3yCTPivajucsd y
miTei. 3a I0MOMOTOI0 METOLY JIOTICTUYHOI perpe-
cii Oy/10 TOPiBHSHO BiHOCHI PU3WUKHM KJIIHIYHUX
MPOSIBIB y KOXKHIH 3 TIUX MiJITPYII 1I0/I0 TATPYIIH 3
Jab0paTOPHO TIATBEP/KEHOI BiJICYTHICTIO iMy-
HoztehinuTy. ByJsio BCTaHOBJIEHO, 1110 TaKi O3HAKH,
sk HagBHicTb [1I/] y poguni naiieHTa, HaABHICTD B
aHaMHe3i mnaiienTa cericucy (i3 BBe/leHHSIM BHY-
TPIIIHBOBEHHUX aHTHOAKTepiaabHUX abo MPOTH-
rpuOKOBUX TMperapariB), HAsSBHICTh 3aTPUMKU
POCTY Ta MacH Tijia, TPAIJISIOTHCS YacTillle, TOMY B
SKOCTI KPUTEPIIB MOKYTh 3aCTOCOBYBATHCS TIEP-
1moyeproBo. B aHamHe3i MaIlieHTiB I'PyMU JA0CJHIi-
JUKeHHS 31 BcTaHoBseHuM giarnozom [T/ 1i Tpu
o3Haku imentudikysanmu 96% miteit 3 gedinuramu
HelTpodisiB Ta KomIieMeHTy i 89% miTeii 3 imy-
HopedinuTamu T-KJIITUHHOIL JIAHKH.

BaxknmBicTh pOIMHHOTO aHAMHE3Y 3allepeunT
HEMOKJINBO, TIell KPUTEPil oueBUAHUN. Ase cJrij
3a3HAYMTH, 110 K Bci 10 03HAK HACTOPOXKEHOCTI,
Tak i 3 OiJIbII 3HAUYII 3 HUX, aHAJII3YBAJINCST JIHAIIE
cepejl MAIEHTIB, IMyHHY TATOJIOri0 SKUX y 96%
BUTIA/IKaX 3aliJo3puUand JiiKkapi craiioHapis.
ILi miTi KOJIHMCh BKe MaJidi XBOPOOU 3 TIOKa3aHHSsI-
MU IO TOCIIiTami3allii — cerncuc, MHEBMOHIIO, THIITY
rHiitHy a6o rpubKoBY marosoriio. To6To 3amporo-
HOBAaHWI JITOPUTM 3 BEJUKOIO BiPOTiIHICTIO He
inenTudikye aiteit, ki 1e He OyJIU TOCITATI30BA-
Hi, IK1M IIe He TTPOBO/IMJINCS CEPOJIOTIUHI Ta TeHe-
TUYHI JOCJIJUKEHHS, ajie y SIKUX Tepili O3HaKu
iIMyHOCKOMITPOMETOBAHOCT] BKe€ TPOSABUIUCH,
JIKyBaHHS SIKUX MOIJIO OyTu amOyJIaTOpHUM,
y TOMY YHCJIi TOBTOPHUM. TOMY 3alTpOITIOHOBAHUMN
aBTOpaMU JOCJIDKEHHST aTOPUTM MOKHA BHKO-
PUCTOBYBATU JIJIsT BXKE€ TOCHITaJNi30BAHUX JiTEH
3 BaXKKMMM, piaKicHUMY a60 MOBTOPHUMHU iH(pEK-
1isiMu, ase He a7 Beix I/, mposiBu akux Ha pan-
HBbOMY eTali MOKYTh He BKII0YATH iH(MEKIIHHTT
cHHAPOM abo HapocTaTh TOCTYIOBO, Ge3 paHHIX
rocriTasmizaitiii. Kpim Toro, ocHoBHi mabopaTopHi
CKPUHIHTOBI METOJIN BUSBJIEHHS IMyHHOI TIaTOJIO-
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rii (oIiHKa PiBHS aHTUTLI, HEUTPODIJIIB, KOMILIE-
MEHTY) MOKYTh He BUSIBUTH TTeBHI HO30JIOTii BPO-
JUKEHNX iMyHO1edinTiB.

[Ile B wnHaBemeHiii Bumie poOOTI IHMOKa3aHO,
1o 96% martientis 3 migospoio na I/ Gysim Bu-
SBJIEH] JIIKApsSIMU, SKi MPaIO0Th y CTAIliOHAPaXx.
Indopmysanng mikapi mpo III/] axificno mae
MTO3UTHUBHUN e(heKT 1010 BUSBJIEHHS IMyHOCKOM-
MMPOMETOBAHUX TaIlieHTiB. Hampukiaaza, 3axonn
J Project y Cxinniit ta Ilentpamnpniit €Bpori
MiIBUTITAJIM HACTOPOJKEHICTh JIiKapiB 100 BPO-
JUKeHnX imyHoedinuTis [12].

Kpim 10 osnmax macrtoposkenocti momno ITI/]
ICHYIOTb TAKO3K iHIII liarHOCTUYHI KpuTepii. Bifo-
MUI psiji HiMellbKuX kputepiiB HagBHocTi ITI/1:
12 osnak DSAI (Himerbkoi marieHTchbKOi opraHi-
3amii nepBuHHUX iMyHozedinuTiB), 10 o3Hak
AWMF (Acomiariii HayKOBUX MeIUYHUX CITIJIOK
Himeyunnn) Ta /ltoccempnopdchki 03HaKKM HACTO-
poskerocti. Merojka iX po3poOKH 3acHOBaHa Ha
TUX caMuX mpuHnmmax, mo i 10 osxak Jeffrey
Modell Foundation, maroun B ocHOBi BuOGipKy
nauientis y Himewunni [11]. Oninka yactotHOCTI
KPUTEpIiB IMOKa3ajia BayKJIMBICTb CIMETHOTO aHaM-
He3y, HAgBHOCTI BayKKOTO iH(EKITIITHOTO CUHIPO-
MY Ta 3aTPUMKU POCTY 1 MacH Tijia K HepIioyep-
roBux KputepiiB. Pe3ysibrar aHasisy HiMelbKUX
KpUTEPIiB MiATBEPAUB PE3YJbTAT HABEIEHOTO
Bute pocuimkernss 10 kpurepiis Jeffrey Modell
Foundation oo rpymu namientis 3 ITI/] y Benn-
KOOpUTaHii.

B VYkpaini po3poOKOI0 KIIHIYHUX KpHUTEPIiB
ITI/T y miteit aktuBHO 3aiimammcst A.Il. Bomoxa
(nedinmtn anTutinoyrsopenns, 2009), JI.B. Koc-
TIoueHKo (KomOiHoBaHi imyHomedinuT, 2012),
A.B. bonsaperko (CTBOpEHHS YKPaiHChKOTO PeEC-
TPy [iTell 3 TEePBUHHUMH IMyHOAediuTaMu,
2015) y cBOIX [IOKTOPCHKUX UCEPTAIisIX TIijT
KepiBHUIITBOM 11pod. JI.I. HepHuriosoi.

JI.B. Koctiouenko y poboti «BusiBiiertsi, Bepu-
(hikarig Ta MeIMUHMI CyTIPOBIi/I TEPBUHHUX KOM-
6iHOBaHMX IMYHOIE(DIIUTIB y [iTeil» J0CTIKYBaa
KJIHIYHUI Ta IMyHHMIT cTaryc giteil 3 KoMOiHOBa-
aumu TII/T [3]. Byso BuBY4€HO 0COGIMBOCTI KJIi-
Hiunoi Manidecrarii Ta nepebiry okpemMux Gopm
KOMOiHOBaHUX iMyHOedINUTIB y miTelt B YKpaini
3 OIIHKOI 3HAUYIOCTI OKPEMUX CHUHJIPOMIB.
3 MpUBOAY KJIIHIYHUX O3HAK OyJia OlliHeHa 4acTo-
Ta MMATOTHOMOHIYHUX CUMIITOMIB, JAHUX CIMEITHO-
ro aHaMHEe3Yy Ta BiKy MTOYaTKy MPOABIB IIPU PI3HUX
HO30JI0TTYHUX (hOpMax MEPBUHHUX KOMOIHOBAHUX
imyHonedimuTiB. Kiiniuai npossu imyHoxedim-
Ty TaKOX OIIHIOBAJIMCS 3a BIKOM TAIli€HTIB,
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3a mormomoroo Kpupoi Kamana—Meiiepa Gyiio
MOKa3aHO BUKUBAHHS TAIlIEHTIB 3 OKPEMUMU
HO30JIOTISIMU TEPBUHHUX KOMOIHOBAaHUX IMyHO/IE-
inuTis.

Y pobori A.B. Bonmapenko «/liarHocTtuka
Ta MEJIMKO-COIIAJIbHUI CYTTPOBIJI IEPBUHHUX IMY-
HozedinuTiB y miteii» [1] Gyso mpoaHamizoBaHO
nani 820 Bugssennx namientis 3 111/] B Ykpaini
3a monepemni 20 pokiB. Byno crBopeHo peectp
namienTiB. Ha ocHoBi anamuesy 402 mamienTis
3 IIIJ] ta 915 mireit rpymu nopisusiabs Oe3 T11/]
Ta 3 BUKOPUCTAHHSM YOTUPUINJIbHOI TabuIli
(aTWHCHKUI KBajapar) Oyau OIliHeHI KiHiYHi
osnaku III/l, a came uyrmmBicTh, crerudivHicTh
Ta TPOTHOCTUYHE J[IaTHOCTUYHE 3HAYEHHS KJITiHIY-
HUX 03HaK. KpiM oIliHIOBaHHS 4aCcTOTH KJITHIYHUX
MPOSIBIB, y POOOTI POSIJISIIANNCS BIiK Ta JIOKYCH
caMe mepimx KiaiHiyHuX npossis TT1/].

Y 2015 p. y pamKax HayKOBO-IOCJIiTHUI[LKOI
pobortu «KiiHiko-iMyHOMIOr YHA XapaKTepUCTUKA
NepBUHHUX iMyHOMeDIUTIB y miTeil, po3pobKka
KPUTEPiiB PAHHBOI J[IarHOCTUKKU MEPBUHHUX IMY-
HopedinuTiey (2012-2016) wadenpu autsunx
xBopob6 Ta autsadoi imyHosorii HMAIIO imeni
[TJI. [Iymuka mig kepiBaumToM mipod. JL.I. Yep-
HUII0BOI OYB po3pobiennii Indopmariiitamii auct
PO HOBOBBe/IeHHST B cepi OXOPOHU 3/I0POB'S
Ne226-2015 «Kpurepii migospinoro Bumajaky
IIO/I0 IEPBUHHOTO iMyHOMeDITUTY v AiTeil (TIoKa-
31 710 000B'SI3KOBOTO HATIPABJIEHHS /10 TUTSIYOTO
iMyHosiora)». Byso 3ampornonoBano 20 kputepiiB
HACTOPOKEHOCTI [5].

[ikaBuit miaxia 10 BUBYECHHS 3aXBOPIOBAHOCTI
Ta rocritaxisaiiii OyB 3alpOINOHOBAHIIT B aMepH-
KaHCBbKOMY JTOCTI/IKeHH]1 «BusiBieHHa HefmiarHo-
CTOBAaHUX TEPBUHHUX IMYHOJEMIUTHUX 3aXBO-
proBab y cy0'€KTiB HAI[lOHAJIBHUX MEHIITIH IS
XOM BUKOPHUCTAHHSI KOMII'IOTEPHOTO COPTYBaHHS
miarnoctuunux koxis» (Cunningham-Rundles,
Sidi, Estrella, Doucette, 2004). ¥ CIIIA curyartis
3 IIIJ] moxibHa 10 3araJbHOCBITOBOI. BpomskeHa
IMyHHA HEJIOCTATHICTh 3yCTPIYAETHCS B YCiX TIOITY-
JIALISAX, TIPOTe Jinille HeBeJIMKa iX 4acTKa J[iarHo-
CTY€ETbCS. ABTOPH JIOCTI/I>KEHHS] HaMarajucs: BU-
SBUTU JIE€BUN MeTOJ ifeHTudikaIii malieHTis,
IKUM JllaTHO3 He BCTAHOBJEHUH, ajie MPOSBU
imyHozedinuty HasiBHi [7]. Mertoguka moc-
JijsKeHHsT nepenbadaiia BU3HAYEHHS iMyHOJe-
(inmuTnoB'sgA3aHNX [1iaTHO31B, OIIHKY KOXKHOTO
TaKOro /1iaTHO3y Ta MOJAJIBIINN X KOMIT IOTePHUI
a"ais. Byno po3pobieHo OLiHOYHMI aJaropuT™M
Ta METOJI KOMII'IOTEPHOTO CKPWHIHTY Ha OCHOBI
rocrriTamisaiiiii Ta KojiB XBopo6. MemuHMit IIeHTp
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«['opa CuHaii» 06CJIyTOBYE B OCHOBHOMY CXiTHMI,
miBIeHHUI Ta 1eHTpanbHuil T'apsiem, paiion Hbio-
Mopka. Takox Meuunmii 1HeHTp € pedepeHc-IieH-
TpoM i naiienTis 3 IIIJ1, mpoBoUTD IX JIiKyBaHHSI.

Bysu Bini6pani 174 miarrnosu (MKX-9) siamo-
BigHo mo mpossiB III/] 3a manmMm MeaUIHUX
ny6utikartiii. BigiOpani miarHosm BKasaHi sIK KOAU
IDR (immunodeficiency disease-related, imyHoe-
¢dbinuT-nos'sa3ani). BpaxoByBanucs TmaiieHTH
BikoM 710 60 poKiB 3 ABOMa abo GiJbIe TocIiTaIi-
3arisiMu 3 TakuMu jiarao3amu. OcoOu 3 BTOPUH-
HUM iMyHozediruTom (Hanpukiaan, BlJI-indek-
11isT, OHKOIIATOJIOTisI, CTaH IIiC/Is TPaHCIIJIAHTAILiH )
OyJIi BUKJIFOYEHI 3 rpynu gocipkents. Koxkuuii
iMyHOAeDIMT-TIOB A3aHMI [iarHo3 OyB OLiHEeHMit
y 3,2 a60 1 6amu (Bij KIIHIYHO BasKYMX [0 JIETIINX
3aXBOpIOBaHb), cyma IuX OajiB Oyja Ha3BaHa
gak iMmyHozsedinuT-noB'da3anuil nmokazuuk (IDR
score). XPOHIYHI [llarHO3W BPaxOBYBAJIMCH
y TallieHTa Jidiiie 1o oJTHoMY pasy. Bik, cTaTh, reo-
rpacdiuni Ta iHIN JaHi MAIiEHTIB TPYNN BKJIIOYEH-
Hd, gKi Majau iMyHOAeMIIMT-TIOB I3aHUIN TTOKa3-
HUK 6 i Gisbiire OastiB, MOPIBHIOBAINCS 3 1HITUMM
TOCITITaJIi30BAaHUMU 32 TOW caMWil TIePioj Mallie€H-
TamMu BikoM 110 60 pokiB.

[leit mMeTomosoriyamii migXiz 3 TPUOAIBHOIO
MITKAJIOIO OIIHKY /[iarHO3iB, MOB sI3aHUX 3 BPOJKe-
HUMU iMyHOediruTaMu, OYB BUKOPUCTAHUN [IJIst
BUBYEHHS HO30JIOTIYHUX (hOPM /1eDiTTUTIB aHTUTI-
JIOYTBOPEHHS y [iTeil B YKpaini B poborti (2009 p.)
A.TIL. Bosoxu «OcobimBocTi miepebiry mepBUHHUX
iMyHOZE(IUTIB aHTUTIJIOYTBOPEHHS Y [iTEH,
BU3HAUYEHHA PaHHIX KPUTEPiiB AiarHOCTUKU
Ta 0OrpyHTyBaHHS AudepeniioBaHuX HiAX0AIB 10
JikyBaHHSI» [2]. Takok, BAKOPUCTOBYIOUHN MO/IETTh
perpeciiiHoro anajisy 3B'S3Ky CyMapHOI OI[IHKH
KJIHIYHUX O3HaK Ta iMyHomedinuTy, OYB po3po0-
JIEHUN KpUTEPili KOMIIJIEKCHOI OIIHKY KJIIHIYHUX
osHak. Ileit iHTerpaspHuii MOKa3HUK (cyma OasiB
XapaKTEePHUX TPOSIBIB, OIIHEHUX 3TiJHO 3 BayKKi-
crio y Bix 1 1o 3 6asiB) y mepeBasKHOI OIIBITOCTI
narienTiB (68%) 3 HasBHICTIO MEPBUHHOTO Jedi-
[Ty AHTUTLIOYTBOPEHHS TepPeBUIyBaB 4 Oaiu,
Ha BiAMiHYy Bij giTeil 6e3 Takoro miarnody. Takuii
METO]l MOKe SIKICHO OIIHUTU PaHHI MPOSIBU, SKIO
HabepeThest He MEHIIE JIBOX MPOsBIB iHMEKIIITHO-
TO CUHIApPOMY ediluTiB aHTUTIIOYTBOPEHHS.
[Tpore MeTon MOXKe 3aCTOCOBYBATHUCS TiJbKU
10 7ediluTiB aHTUTIJIOYTBOPEHHS, a Iie JInIie
nosopuHa I/l y momyssamii. TouHicTsh MeToOmLy
craHoBUTH 68%, 10 € 100pUM piBHEM, POTE
y YaCTUHU JiiTell 3 edilmTaMu aHTUTITIOy TBOPEH-
Hs1 BOHU Oy/LyTh 3aJIMIIATUCS HE iarHOCTOBAHUMI
710 HACTYITHUX iH(EKIIMHUX TTPOSBIB.
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[IponoBskytoun Temy JOCJIPKEHHST TAIlIEHTIB
kiainikn Heio-Hopka [7], xomi'iotepuuii ckpu-
uinr 187093 narientis (321754 Bi3uTHn craiiona-
py 3 01.01.1995 10 01.10.2001) Busgsus 533 ocobu
(0,28%), sixi masi yacTi rocmitasmizaitii. OckigbKu
AeinuTi aHTUTIA CKJIAJA0Th 3HAYHY YacTKy
IT1/T, BuGpaHuM 1porpamMoio marieHTaM poOuIncs
aHaJIi3M KPOBi Ha PiBHI 3araJbHUX IMYHOI/I00YJIi-
HiB, cyOkaciB IgG Ta MoCTBaKIMHAIBHIX aHTH-
tisr. Inmi mapkepu kposi (Jrimdotnpodtidepartis,
HEWUTPOIIeHis, TTOPYIIEHHST JIAHKU KOMILJIEMEHTY )
OyJsii TIPOTECTOBAHI 3a HAsIBHOCTI 1oKa3aHb. JIabo-
paTopHa AiarHOCTHMKA BKasaHMX 533 Malli€HTIiB
BUsIBIJIA iIMyHHI mtopyiientst y 59 3 uux. Cepen
X 59 ocib micss mabopatopuux rectiB y 17 6y
miarnoctosani pizui popmu I11/1, y 13 marienTis —
O3HaKH, acOIli0oBaHi 3 BTOPUHHUM iMYHOIedilu-
TOM (HAIPUKJIAJ, CEPIONOIOHOKIITHHHA aHEMIsT,
iMmyHOCyITIpecist abo arracTiyHa aHemist). Y pemnrru
29 naiieHTiB 1abopaTOPHUX IMYHHHUX Ae(eKTiB
He BusiBjieHo. [leski 3 HUX Masu OpOHXiaJbHY
actMy abo iHIN XPOHIYHI 3aXBOPIOBAHHS, TOMY
it Oy/iu BigiOpaHi POrpaMoIo sSIK MaIli€HTH 3 TMOB-
TOPHUMHM emizogamMu  XBopoO. Jlominyounmu
miarrosamu y 935 BigibGpaHUX MTPOrPaMoIo TaIlieH-
TiB 3 X0ua 0 OJIHI€I0 rocHiTaizami€eio 3 imyHomedi-
IAT-TIOB ' I3aHUMHM JliarHO3aMu cepesi 2683 rocrri-
tasisanii  OyJu THEBMOHil: HeyTOYHEeHI
813 pasis, BipycHi abo rpubkoBi — 66, iHii bakTe-
piasbHi mHEeBMOHIT — 56; centuiiemist — 136, 3a-
TpUMKa po3BUTKy — 127, emmiema — 61, 6poHxo-
eKTasn — 957, ocreoMienmit — 24. BpaxoByioun
BIK JIOCTi/KyBaHUX marliedTiB (10 60 pokiB),
cepen; 48% BiniOpaHUX IIPOrpaMoio 0cib i3 CyMoio
iMmyHOe(binuT-10B s13aHOTO  TTOKa3HuKa y 6 abo
Gisbie GastiB Oy Taki AiarHo3u, Ik OpOHXiaTbHA
actma (meperuHanacs y 17% i3 IMHEBMOHisIMMI),
CepIIoNoAiOHOKITHHHA aHeMisl, I[yKPOBUIi giabeT,
pecripaTopHuil KoJiarc, cepleBo-Cy/IUHHI 3aXBO-
PIOBaHHS, 1110 HE MAlOTh Bi/[HONIEHHS JI0 /1iarHO3Y
iMmyHOZEeDIUTY. Y TAIi€eHTiB i3 CyMOI0 iMyHO/Ie-
GdinuT-moB'ss3aHuX iarHo3iB y 6 6GasmiB BikoBa
Mmemiana cranoBusa 6,6 poky (IQR 2,5-23 pokn).
TpuBasicts iX rocmitamizaimii 3 MemiaHo 4 JHI
(IQR 2-7 puiB). [Hui BpaxoBaHi maii€eHTH, MOJIOJI-
i 60 pokiB Ta He BUGPaHi KOMITTOTEPOM SIK TTi/103-
pini momo ITII/I, mamm BikoBy Memiany 32,6 poky
(IQR 13-51,6 poky; P<0,0001), a Tepmin ix rocrri-
tamizaiii — 3 Memianoro 3 gaHi (IQR 2-6 nHis;
P<0,001). ITe cBigunTh 1po Te, 1110 Giblire rociiTa-
JI3aIiil 3 BAKKUMU IMYHOAEDIUT-TIOB I3aHUMU
CTaHAMU TPAIJISIIOTHCS Y IUTIYOMY Billi.

ABTOpPW HABOIATH TMPUKJAA, MO BPAXOBYIOUN
CTAaTUCTUYHI JlaHi peasibHOl mnomupenocti 111
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[17] Ta mocaimkenust rpymu 533 maIlli€eHTiB, Bifi-
OpaHMX KOMII'IOTEPHUM CKPUHIHIOM, ITHEBMOHII
(410 namienris 3 813 emizomamn), ITI/] moske GyTr
HasiBHUM Y 41 3 Hux (cratuctuyno 10%). Boano-
vac miarao3 miarsepkenuit y 17 (29%) i3 59 oci6,
BiZliOpaHKX KOMII'IOTEPHUM OI[iHIOBaHHSAM. IIpej-
CTaBJIEHUI METO/i KOMII IOTEPHOTIO OI[IHIOBAHHS
JiartHosiB 3 OAJIbHOIO CUCTEMOIO He € iJleallbHIM.
Ane BiH BXXe BUKOPUCTOBYBaBCA TIPU aHaJTi31
BEJINKUX TPYII MAIIEHTIB, HATTPUKJIAJ, JJIST OT[IHKH
MaJIIOKOBOI cMepTHOCTI, 3B sa3ky HDL-xonectepo-
Jy 3 KOPOHApPHUMM 3aXBOPIOBAaHHSIMM Cepli,
JIISE BUBHAYEHHST BAPTOCTI JIKYBaHHSI CEPIIOIOi0-
HOKJITUHHOI aneMmil. BinnocHo III/] npu 3acrocy-
BaHHI BCiX aJITOPUTMIB KOMTI TOTEPHUI METOJ TTPO-
ITYCKA€E IeIKUX MAIEHTIB 3 IMyHHUMHU JlepekTaMu
Ta izeHTUdiKye iHMMX 6e3 Takux aedeKTiB.

Hogi kpurepii ckpuninry ta giarnoctuku [11/]
yce it BixoaaTh B kinacuunux 10 o3Hak HacTo-
poskenocTi. EdekTuBHICTD MiXO/MIB PaHHBOI JTiar-
HOCTUKW 3QJTUIIAETHCS HE Iy’Ke BUCOKOIO, 0COOJIH-
BO JI/ISI HOBUX HO30JIOTIYHUX TPYT iMyHOAeinTIB.

BucuoBku

Takum yrHOM, cepen orassHyTux 13 pobir, 1o
MarOTh BiJHOILIEHHS 10 PO3POOKK KPUTEPIIB 111103~
pisoro Bumazaxy IIIJI, samporoHoBaHi migxoan
PO3POOKKM KPUTEPIiB MMiZ03pKU 3 BUKOPUCTAHHSIM
pidHUX MeTOoAMK. /11 OT[iHKY MiKHAPO/IHOT CTPYK-
TYPH BPOJIKEHOI iIMYHHOI TIaTOJIOTI], JIJIT CTBOPEH-
s 10 xputepii Jeffrey Modell Foundation
Ta HIMEIbKUX KPUTEPIiB HACTOPOKEHOCTI IO/I0
ITI/T 6yJra BpaxoBaHa 4acTOTA O3HAK, 110 MTPOSIBJISI-
JINCS B KJIIHIYHUX BUTIAAKax miaTBepmrerHoro TT1/].

JITEPATYPA

[leit mpocTuii, ase BaXJUBU, METO][ /I03BOJIUB
OTMCATU, OI[IHUTU Ta TOCTIMHO YTOYHIOBATH, SK
MPOSIBIISTIOTHCS Pi3HI BPOUKeH] iMyHOebilnTH.

EdextrnBHUMET METO1AMU CTATUCTUIHOTO AHATI-
3y BiacHe kiiHivHUX KputepiiB I11/[ sx mapame-
TPUYHKMX O3HAK € Pi3Hi Momuikarii meromy x>
MerToz YOTUPHIILIBHOI TaOINI BAKOPUCTAHUI TIPU
aHaji3i O03HaK YKPaiHCbKOTO PpeecTpy AiTeit
3 IIIJ] ta y sraganux GputaHchbKux cTarTsx. [l
OIIiIHKU TIPOTHOCTUYHOTO 3HAYEHHS INX KPUTEPIiB
KOPHUCHO TMOPIBHATHA KPUTEPii sIK MiK OOpaHUMU
rpynamu Hozosoriit 11/, tak i 3 rpynoto miteit
31 CXOKUMM KJIIHIYHUMU O3HAKaMU, ajie Oe3 HasB-
HOCTI IMyHHOI TIATOJIOTii. Y TaKOMY BUTIAZIKY edek-
TUBHE BUKOPUCTAHHS PerpeciiHoro anamisy. bepy-
YW JI0 yBaru IOCTYTIOBUW PO3BUTOK KJIHIYHUX
o3Hak y rpymi naiienTis 3 111/ tTa HeopHOPiHICTD
X O3HAK, CTATUCTUYHIM METO/IOM BUOOPY € Herla-
paMeTpUYHUIl MeTOJ JIOTICTUYHOI perpecii, TaKoXK
BUKOPUCTAHUN y OpPUTAHCHKUX cTaTTsx. HasBhi
CIIpoOM MPOTHO3YBAaHHS 3 OIIHKOIO IMyHOAeDIIUT-
OB SI3aHUX JiarHO3iB i3 OambHOIO MmiKanoo (IDR
score) 3a JIOTIOMOTOI0 KOMIT FOTEPHOTO COPTYBAaHHS
6a3 maHUX MeAVYHMX iH(POPMAIIMHUX CHUCTEM.
AHauri3 32 TAKOI0 METOIMKOIO IT0Ka3aB, 1[0 TOCITTa-
Jizamii 3 BaXKUMH iMyHO/eIIUT-TIOB I3aHUMU
CTaHAMU YacTillle TPAIJISIOTbCS Y AUTSYOMY Billi,
HiXK y gopocioMmy. banbHa oriHka BUKOpUCTaHA B
YKPaiHCBKIl poboTi 1110710 1eilluTiB aHTUTLIOYTBO-
PEHHS 32 AaHAJIOTIYHOIO MIKAJIOI0 3 IESTKUMU 3MiHaAMM.

Haii6isibin eeKTUBHI METOIMKU MOXKYTh OyTH
HepeyMOBOIO JIJISI TIOAAJIIIOI PO3POOKU KJIiHIY-
HUX KPUTEPIiB PAHHBOTO BUSIBJIEHHS BUIIAJIKIB,
mi103pinux 1mos0 imosipaocTi ITI/I.

1. BoHpapeHko AB. (2016). [iarHocTrka Ta MEAVKO-COLiaNnbHWiA CynpoBif
nepBUHHUX iMyHOLEeILMTIB y AiTeil. ABTopedepart auc. Kuis: 46.

2. Bonoxa All. (2009). Oco6anBocTi nepebiry nepBuHHMX aediluTis aHTy-
TiNOYTBOPEHHS Y [LiTEN, BU3HAYEHHSI PaHHIX KPUTEpIiB AiarHOCTUKM
Ta 06rpyHTYBaHHA AMdepeHLIItoBaHNX MiaXomiB A0 NikyBaHHS. ABTOpe-
depart aye. Kuis: 40.

3. KocTioyeHko J1B. (2012). BusineHHs, Bepudikalis Ta MeauyHuii cynpo-
BiZ, NMEPBUHHIMX KOMOGIHOBaHMX iMyHomediumTiB y aiteil. AsTopedepar
omc. Kuis: 40.

4. Yephuwoga J1l, BoHpaperko AB, Bonoxa All. (2015). KpuTepii nigo3pi-
NOr0 BUNAAKy LWOAO NEPBUHHOrO iMyHOAediuuTy y AiTer (nokasv Ao
060B'I3KOBOr0 HANPaBEHHS A0 AUTSHOrO iMyHonora). [HbopmMaLiiHuiA
NINCT NPO HOBOBBELEHHS B Cdhepi 0XOpOoHU 300p0B's Ne226. Kuig: 4.

5. Yepnuwosa J1l, Bonpaperko AB, KocTioyerko J1B, Caeo OM, Bonoxa
All, Pabow OB. (2015). Enigemionoria nepBuHHUX iMyHogediunTis
B YKpaiHi 32 4aH1MK peecTpy nauieHTis. 300poBbe pedeHka. 7: 16—23.

6. Arkwright PD, Gennery AR. (2011). Ten warning signs of primary immu-
nodeficiency: a new paradigm is needed for the 21st century. Ann N'Y
Acad Sci.1238:7—14.

7. Bousfiha AA, Jeddane L, Ailal F et al. (2013). Primary immunodeficiency
diseases worldwide: more common than generally thought. J Clin Immu-
nol.33(1):1—7.

8. Cunningham-Rundles C, Sidi P, Estrella L, Doucette J. (2004). Identifying

undiagnosed primary immunodeficiency diseases in minority subjects
by using computer sorting of diagnosis codes. J Allergy Clin Immu-
nol.113(4):747—55.

9. Defining the term «malaria case». WHO update of malaria terminology.

August 2015, Geneva, Switzerland. http://www.who.int/mala-
ria/mpac/mpac-sept2015-terminology-annex1.pdf

Edgar JD, Buckland M, Guzman D et al. (2014). The United Kingdom
Primary Immune Deficiency (UKPID) Registry: report of the first 4 years'
activity 2008—2012. Clin Exp Immunol.175(1):68—78.

Gathmann B, Binder N, Ehl S, Kindle G. (2012). The European internet-
based patient and research database for primary immunodeficiencies:
update 2011. Clin Exp Immunol.167(3):479—91.

Hitzig WH. (2003). The discovery of agammaglobulinaemia in 1952.
Eur J Pediatr. 162:289—304.

Lankisch P, Schiffner J, Ghosh S, Babor F, Borkhardt A, Laws HJ. (2015).
The Duesseldorf warning signs for primary immunodeficiency: is it time
to change the rules? J Clin Immunol.35(3):273—9.

Louis-Bar D. (1941). Sur un syndrome progressif comprenant
des telangiecstasies capillaries cutanees et conjonctivales symetriques
a dispositions naevoide et de truobles cerebelleux. Conf Neurol
(Basel). 4:32—42.

10.

11.

12.

13.

14.

ISSN 1992-5913 Cospemennas meaunatpust 8(96)/2018

97



YuTtamte Hac Ha caunTe: http://med-expert.com.ua
OB30OPhI

15. Marodi L, Casanova JL. (2009). Primary immunodeficiency diseases: ~ 22. Primary immunodeficiency resource center. (2018, April).

the J Project. The Lancet.373(9682):2179—2181. www.info4pi.org

16. Mellouli F, Mustapha IB, Khaled MB et al. (2015). Report of the Tunisian ~ 23. Shillitoe B, Bangs C, Guzman D, et al. The United Kingdom Primary
Registry of Primary Immunodeficiencies: 25-Years of Experience Immune Deficiency (UKPID) registry 2012 to 2017. (2018). Clin Exp
(1988—2012). J Clin Immunol.35(8):745—53. Immunol.192(3):284—291.

17. Modell V, Gee B, Lewis DB et al. (2011). Global study of primary immu-  24. Shultz W. (1922). Ueber eigenartige Halserkraunkungen. (Apropos unu-
nodeficiency diseases (Pl) — diagnosis, treatment, and economic sual diseases of the pharynx). Dtsch Med Wochenschr. 48:1495—1497.
impact: an updated report from the Jeffrey Modell Foundation. Immunol ~ 25. Subbarayan A, Colarusso G, Hughes SM et al. (2011). Clinical features
Res.51(1):61—70. that identify children with primary immunodeficiency diseases. Pediat-

18. Modell V, Orange JS, Quinn J, Modell F. (2018). Global report on primary rics.127(5):810—6.
immunodeficiencies: 2018 update from the Jeffrey Modell Centers  26. Syllaba L, Henner K. (1926). Contribution a L'independence de I'athe-
Network on disease classification, regional trends, treatment modalities, tose double idiopathique et congenital: atteinte familiale, syndrome
and physician reported outcomes. Immunol Res. distrophique, signe du reseau vasculaire conjonctival, integrite

19. Modell V, Quinn J, Orange J, Notarangelo LD, Modell F. (2016). Primary psychique. Rev Neurol (Paris). 1:541—562.
immunodeficiencies worldwide: an updated overview from the Jeffrey ~ 27. WHO. (2013). Guidelines for measles and rubella outbreak investigation
Modell Centers Global Network. Immunol Res.64(3):736—53. and response in the WHO European Region.. http://www.euro.

20. Picard C, Bobby Gaspar H, Al-Herz W et al. (2018). International Union who.int/__data/assets/pdf_file/0003/217164/OutbreakGuidelines-
of Immunological Societies: 2017 Primary Immunodeficiency Diseases updated.pdf
Committee Report on Inborn Errors of Immunity. Journal of Clinical ~ 28. WHO. (2018, April). Rabies vaccines: WHO position paper. Weekly epide-
Immunology.38(1):96—128. miological record. 16:201—220. http://apps.who.int/iris/bitstream/han-

21. Primary Immunodeficiency Diseases Report of an IUIS Scientific dle/10665/272371/WER9316.pdf
Committee (1999, Oct). Clinical and Experimental Immunology. 29. Wiskott A. (1936). Familiarer, angeborener Morbus Werlhofii?
118(1):1—28. Monatsschr Kinderheikld. 68:212—216.

Csenenusi 00 aBTOpax:

BernapsH CtenaH ApyTIOHOBMY — acnmpaHT kad. AETCKNX MHPEKLMOHHbIX GoneaHeit u aetckoii ummyHonoru HMAMO umenn M.J1. Lynuka.

Anpec: r. Kues, yn. borateipckasi, 30; Ten. +38 (044) 201-32-04.

YepHbiwosa Jlioamuna UBaHoBHA — A.Mef.H., NPO®. Kad. AETCKUX MHOEKLMOHHBIX BonesHel 1 aetckoi ummyHonorun HMAMO nvenn M.J1. LWynuka.
Anpec: r. Kues, yn. boratbipckas, 30; Ten. +38 (044) 201-32-04

Cratbsi nocTynuna B pegakuuio 21.07.2018, npunsTa k nesatn 01.12.2018.

SP

CONGRESS ﬂ]

2019
Lyon

France By

r
f\“

=

Dear Colleagues and Friends!

The European Society for Paediatric Urologists (ESPU) will celebrate its 30th anniversary in the International Congress
Center of Lyon on April 24-27, 2019.

From a small gathering of friends in Rotterdam in 1989 to the largest world society of Paediatric Urology in 2019, a lot of
work and energy have been spent by many experts from all around the world. This 30th anniversary will be a nice opportunity
to thank the numerous contributors of this success story. This meeting will cover all fields of Paediatric Urology and we are
expecting a strong attendance of experts from all the world including some famous stars of our specialy like Paul Mitrofanoff
and Robert Whitaker who will receive the Honory Membership medal on that occasion.

Lyon is a great Roman city to stay and visit. It is the world capital of gastronomy and is wonderfully located between the
Beaujolais and Burgundy in the North, and the Rhone Valley in the South. It was the capital of Gaule (27 BC) and is
a UNESCO world heritage city. Walking through the middle age part is a delight with wonderful food, books and art markets,
museums and shops. Lyon has a strong medical history with leading Hospitals and Universities. It is where the International
Agency for Research on Cancer is. Lyon is close to the mountains and the sea. Its access is very easy by plane, train or car.

It is a pleasure and an honour for me to welcome you all as the local organizer of this meeting. It has a very special meaning
for me as I was one of the co-founders of this Society 30 years ago, along with Roelof Scholmeijer, Rien Nijman, Jos de Vries
and Patrick Duffy. The local organization is lead by Claude—Bernard University Congress Center and the overall organization
is supervized by the ESPU team. Enjoy Lyon and its area and enjoy the scientific content of the 30th ESPU meeting.

Pierre Mouriquand, MD, FRCS(Eng), FEAPU
Professor and head of the Department of Paediatric Urology
Universite Claude-Bernard — Hospices Civils de Lyon

More information: https://congress2019.espu.org
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