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ABH3 “TepHoninbcbKkuli 0epxxasHuli MeduyHull yHisepcumem imeHi I. 1. Fop6ayescbko20™
HayioHasibHa Medu4Ha akademisi nicas10uns1oMHoi ocsimu imeHi 1. /1. LLynuka?
TepHoninbCcbKa ob6/1acHa Oums4a K/iHiuHa sikapHs®

NEPBUHHI IMYHOLE®ILUTWN: PEFOHAJbHI, HALIOHANBbHI TA FNMOBA/bHI BUK/TNKIA

Pestome. MepBUHHI iMyHOAedILMTN — rpyna 3axBOPIOBaHb, L0 3yMOBJIEHI reHeTUYHUMU AedhekTamm Ta NPoABAATLCA NOPYLLUEHHAM
OYHKLT iIMYHHOI cucTemu. 3a OCTaHHi pOKM CMoCTepiracTbCA NO3UTUBHA AMHAMIKa BUABNEHHSA NEPBUHHUX iIMyHOAEdILUNTIB B YKpaiHi
Ta B TepHONINbCLKi 06/1aCTi, NPOTE paHHs AiarHOCTVKa 3aXBOPIOBaHb 3a/TULLIAETLCSA BaX/IMBOK NPO6IEMOI0.

MeTa gocnigXeHHs — NnpoaHasiidyBaTy Npobnemu AiarHoCTVKM Ta NiKyBaHHA NepBUHHUX iIMyHoAediuuTiB B YKpaiHi Ta perioHi ans
BM3HAYEHHS HAMPSIMKIB X Y0CKOHa/IeHHS. [TpoTArom ocTaHHiX pokiB y kpaiHax CxigHoi €Bponu Ta B YKpaiHi Bigdynmcs 3HauHi 3py-
LUEeHHA B AjiarHOCTULI NepBUHHMX iIMyHOoZediunTiB. KinbkiCTb 3aXBOpIOBaHb B YKpaiHi 3a ocTaHHi 10 pokiB 3pocna BTpWYi, NpoTe Le
3HayHa KiNbKiCTb BUNaKIB 3a/IMLLIAETLCA He BUsABNeHot. 3 2012 p. B YKpaiHi Be4eTbCsA PEECTP XBOPUX 3 NEPBUHHUMU iIMyHOZediLu-
Tamu. B TepHoninbCbkili 06/1aCTi cnocTepiraeTbcsi HeAoCTaTHE BUSIBNEHHS AePeKTIB aHTUTINIOYTBOPEHb Ta KOMBIHOBaHMX iMyHOAE-
iunTIB, NOPIBHAHO 3 YKpaiHOt Ta EBPOMNOI0, He BUKOPUCTOBYIOTLCS YCi MOX/IMBOCTI AjarHOCTUKM iMyHOAEedIUNUTIB i3 CUHAPOMHUMU
03Hakamu, 3okpema HiimereH-cuHapomy Ta cuHapomy [i-Ixopaxi. NpoBeAeHWin aHasi3 noka3aB He0CTaTHIO 06i3HaHICTb CTYAEHTIB-
Me[VKiB, JliKapiB-iHTEPHIB Pi3HUX cneLjianbHOCTEN Ta NPaKTUYHMX NikapiB K NEPBUHHOI NaHKK, Tak i By3bKUX CreLiasicTiB Woao Aia-
THOCTUKM Ta BeAEHHSA NepBUHHMX iIMyHoAediuuTiB. MixavcumyniiHapHa cniBnpaus paxiBLiB pi3HUX rany3eil (TepBUHHOT NaHKK, iMy-
HOJI0riB, an1eprosioris, NysIibMOHOMONB, PEBMATO/ONB, XipypriB, HEOHATOOrB, OTOPUHONAPUHIOIONB, FACTPOEHTEPOSOrNB TOLWO) €
B&X/IMBUM aCreKTOM Y NMUTaHHAX AIarHOCTUKM | MiKyBaHHA NaUiEHTIB i3 NepBUHHUMU iMyHOAediuuTaMun. PO3LLNPEHHSA CNekTpa reHe-
TUYHOT AiarHOCTUKM NEPBUHHUX iIMyHOAEILNTIB, 3a6e3neveHHs NaLieHTiB YCiX BIKOBVX rpyn BUCOKOSIKICHUMM iMyHOTr106yniHaMu Ans
BHYTPILLHLOBEHHOTO Ta MifLLIKIPHOro BBEAEHb, AOCTYMHICTb &/10reHHOT TpaHCcnIaHTaLil reMonoeTUYHUX CTOBOYPOBKX K/TITVH Bif, po-
[MHHOTO Ta CYyMICHOr0 HEPOAVHHOIO A0HOPA € Ha CbOrOAHI OCHOBHUMW BUKIMKaMy PO3BUTKY AUTAYOI iMyHOSOFT B YKpaiHi Ta B peri-
OHi. BnpoBapkeHHA Moeni OCBITY Nikapis Ta NiABULLEHHS TPOMaACbKOI HACTOPOXEHOCTI 3 YA0CKOHaUTIEHHAM IH(DPaCTPYKTypu Aia-

FHOCTUKM NEPBUHHUX iIMyHOAEILMTIB AO3BONTb MOKPALLMTM PaHHIO [iarHOCTMKY 3aXBOPHOBaHb Ta SKICTb XUTTS AiTei.

KntouoBi cnoBa: nepBuHHI iMyHOA4eILNTY; AiarHOCTUKA; BUK/TUKA; HACTOPOXEHICTb.

MepBuHHI imyHozediuvtn (MIA) — rpyna 3axBoploBaHb,
LLIOi 3yMOBJ/IEHI TEHETUYHMMM AedheKTaMm Ta NPOSIBNSAOTLCS
nopyLUeHHAM dOYHKLIT iMyHHOT cucTemMu. Ha cborofHi Bigomo
6inbLue 350 aedhekTiB, AKi CNPUYNHAOTL NEPBUHHI IMyHOe-
iunTK, Ta iX KiNbKICTb WOPOKY 3pocTae. FAKWO AekKisbka
pokis Tomy M1/ BBaxkKaun PigKICHMMUN 3aXBOPIOBAHHAMM, TO
Ha JaHuii Yac BCe YacTille 3HaX04ATb reHeTUYHe NigrpyHTA
Pi3HUX IMYHOOTIYHMX MOPYLUEHb, WO MiATBEPAKYE 3HAYHE
nowmpenHs M4 [1]. BeaxaeTbes, Wo 1-2 % HacesleHHA
3eMHoI Kyni cTpaxgae sig MiA4.

Mpo6nema paHHbLOI giarHocTukn Ml € akTyanbHOK B
YCbOMY CBITi. 3aBAAKN CTPIMKOMY PO3BUTKY FEHETUKM Y CBITI,
B OCTaHHi POKM 3HAYHO Nokpalymnack giarHoctuka M, xoua
3HaYHa X KINIbKICTb LLe 3a/IMLLIAETLCA He AiarHOCTOBaHOMo [2,
3]. Ha cborogHi MIA ineHTrdikoBaHi y 6113bko 60 Tuc. ocib,
X04a BBaXalThb, LLIO MOHaZ 6 M/H firoaeli B cBiTi matoTb M1/,
[4]. MoTeHuiliHo B ogHOrO0 i3 1200 MeLUKaHLiB NaHeT MOXe
ByTV iMyHOAEILUT i3 BUPKEHUMU NOPYLLUEHHAMMU, & B OAHO-
ro 3 500 moxe 6yTn MIJ, i3 HE3HAYHMMU BIAXUIEHHAMMN, 30-
Kpema ceneKTuBHUIA aediumnT imyHornobyniHy A.

Ha gaHuii vac IMIJ, He € BUPOKOM, OCKifibKM ANs1 GisibLuoc-
Ti HO30/10rYHMX DOPM BU3HAYUEHI METOAM NiKyBaHHS, sKi Npu
paHHili giarHocTuULi XBOpobu He Tisbky 36ibLUYHOTL TpMBa-
NiCTb XWUTTSA NaLEHTIB, ane il 3Ha4HO NOKPaLLYTb AKICTb X
XnTtTa [5].

MeToto gocnimkeHHs 6y10 npoaHanisyBat npobaemu
AiarHocTuku Ta nikyBaHHsa M1 B YkpaiHi Ta perioHi Ans su-
3HAYEHHS HaNPAMKIB X Y, 0CKOHA/IEHHS.

Bax/imBe 3HaYeHHs 41 AiarHOCTUKM pigKiCHOT naTonorii
Ma€ OCBIYEHICTb NiKapiB Wo40 AaHNX 3aXBOPHOBaHb, 06i3Ha-
HICTb HACeNeHHs Ta CTBOPEHHS IHPPaCTPYKTYpW AiarHOCTu-

Kn xBOpo6u. Y 2003 p. amepukaHcbkumii choHg, Jeffrey Modell
Foundation (JMF) BnpoBaavB nporpamy HaBYaHHS flikapis
Ta NiABWLLEHHSA HACTOPOXXEHOCTI HAaceNeHHs LWoAo npobre-
mu NI, MeToro AKOT 6yN0o NigBULLEHHS 06i3HAHOCTI, 3a6e3-
neyeHHs paHHbOT AjarHOCTUKN Ta HAIEXHOT O SiKyBaHHS LIMX
3axBoptoBaHb [2, 3, 6, 7]. Pe3ynbTaty BNpoBamKeHHS L€l
cuctemun 6ynm ouiHeHi B 6araTtbox kpaiHax CBIiTy Ta
3aCBIigYMIM 3HAYHE NOKPALLEHHS AiarHOCTUKM Ta NiKyBaHHSA
niteli i3 MNI4 [2, 4]. BpaxoByouu, WO AiarHOCTMKA TSHKKUX
KOMGiHOBaHuX iMyHoaediuuTis (TKIA) € BaXXNMBOO B NepLui
OHI XKWUTTS AUTUHK, 00 PO3BUTKY IHADEKLiMHMX npoLecis Ta
TSXKKMX YCKNafHeHb, Y pAAi KpaiH CBiTy BNpoBafXeHOo
CKPWHIHI HOBOHapoAXeHUX Ansa BusaBneHHa TKIO Ta
T-KNiTUHHOI nimcponeHii. Ha cborogHi y CLUA BiH oxonsoe
96,2 % ycix HOBOHapOAXeHuX [2].

32004 p. JOCATHYTO 3HAYHMX YcnixiB y giarHocTtuui Mif,
B KpaiHax CxXigHOi Ta LeHTpasibHOT €BPOnK 3aBASKN iMMie-
meHTauil nporpamu J PROJECT nig, kepiBHULTBOM npodpe-
copa Laszlo Marodi (YropLuymHa), OCHOBHO METOH0 SKOI 6y/10
NiaBULLEHHSA HACTOPOXEHOCTI JliKapiB Yepes OCBITHI TPEHIHTN
[8]. Micna BnpoBayKeHHs Nporpamu, 3aBAsAKN NOKPaLLEHHIO
[iarHOCTVKW, KibKICTb BUABIEHWX XBOpYX Ha M1/ 3 2004 no
2007 p. 3pocna 3 gecAtkiB 4o tucsady. CborogHi nporpama
J PROJECT oxonntoe 26 kpaiH, 1i reorpacis 3Ha4HO po3-
lwmprunach i Tenep Takox BKAYae €runeT, KasaxcTaH,
AsepbaigkaH, TafKukicTaH, IpaH.

Ockinbku 3a 10 pokiB icHyBaHHA NPOEKTY 6y10 [OCArHY-
TO 3Ha4HOro noctyny B giarHoctuui NI, y 2014 p. Ha KOH-
dhepeHujii B AHTanii 6yno cchopmoBaHo HoBi Lini J PROJECT
(AHTaniicbka Jeknapauis). Jeknapawis 3aknnkae oo Waena-
KMX Ta etheKkTMBHUX il Woa0 3abe3neyeHHs 3acTocyBaHHS
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Cy4YacHUX 3HaHb AN AiarHOCTUKM Ta NiKyBaHHA NawieHTIB i3
Ml 33019 NOMINWEHHSA SKOCTI XUTTA LMX NauieHTiB. 3 uieto
MeTOoH chopMOBaHoO 5 ujinei:

1. MokpallleHHs OCBITU CTYAEeHTIB-MeaukiB Ta haxisLiB
OXOPOHM 30POB’A i3 BK/IIOYEHHAM Y HaBYaSIbHi M/1aHN NUTaHb
31, Ak HOBOI Ta BX/MBOI NPO6/IEMMU K/TiHIYHOT MeANLMHY,
a Takox 6esnepepBHa MeMyHa OcBiTa A1 Nikapis NepBuH-
HOI /1aHKM Ta NikapeHb.

2. NigBYLLEHHS TPOMaLCLKOT HACTOPOXEHOCTI, OCKINbKN
6inbLIiCTb NauieHTiB i3 M1, 3a/MwaeTbca He AjarHoCTOBaHO
Ta He JIiKOBaHOH0.

3. BnpoBagKeHHs1 6€3KOLUITOBHOI FeHETUYHOI AiarHoCTu-
KM Y KOXHIi i3 KpaiH-y4YacHWLb NPOeKTy.

4. CTBOpPEHHSA peecTpy navieHTiB i3 M4y KOXHIl kpaiHi-
y4acHMLi NPOEKTY Ta BHECEHHA AaHMX NPO BCIX NaLieHTIB i3
MIA y HauioHanbHi Ta MiXKHapoAHi 6a3n gaHux.

5. 3amicHa Tepanisi imyHornobyniHamu Ta TpaHcnaHTa-
Lis CTOBOYPOBUX K/ITUH MOBWHHI 6yTV AOCTYMHUMW AN
nauieHTam i3 Ml4, i ix He BapTO 06MexyBaTu (hiHaHCOBUMU
YMHHMKaMK abo pamkamu iHhpacTPyKTypu.

3a nepiog, icHyBaHHsi MporpaMun NpoBeAeHo Maiixe 200
KOHMDEepPEHLIl Y Pi3HNX KpaiHax MPoeKTy. YKpaiHa € OfHiet 3
HalakTUBHILLMX yYacHWLb NPOEKTY, B SAKIM LLOPOKY BiadyBa-
I0TbCA OCBITHI TPEHIHIM A/151 NiKapiB Y Pi3HMX perioHax KpaiHu.

MpoTsArom octaHHix 10 pokis giarHocTuka MI4 B YkpaiHi
3poc/ia BTpWYi, NPOTe e 3HaYHa KiNbKicTb BUMNaAKiB 3a1u-
WaeTbca He BusBieHow [9]. 3 2012 p. BeaeTbCa peecTp
xBopux 3 MIA. 3a gaHMK YKpaiHCbKOro peecTpy naujieHTiB
314 Ha noyaTok 2015 p. 6yno 814, cepep sknx 684 XuBux,
104 oco6u nomepnu, Npo 26 HeMae AaHUX katamHesy [5].
Cepep, 684 xuBux nauieHTiB — 561 autuHa 1a 123 ocobwu, ki
pocarny Biky noHag 18 pokis. MowwpeHictb NI B YkpaiHi
cTaHoBuna 1,23 xusux nauieHTis Ha 100 000; y TepHoninb-
Cbkiih o6nacti — 1,03 Ha 100 000 [5].

Hanpuknag, y Monblyi, Ae HaceneHHs MeHLUe, HX B
YKpaiHi, peecTp Bk/itovae b6inbLie 4 tuc. nauieHTis i3 MiA,.

3a cTpykTypoto NI B YKpaiHi sK i B €Bponi nepesBaxaroTb
AedekT aHTUTINIOYTBOPEHHS (6inibLue nonosuHu ycix Miad)
[5]. Oanbwe nayTb koMGiHOBaHI iMyHogediuntn (KIA) i3
noB’si3aHMMK abo CUHAPOMHMMYK 03Hakamu (20,6 %), NOTiM
— K14, (8,2 %). Yci iHwi rpynu MI4 cknagatoTb MeHwe 5 %.
[JecbexTn charountosy, iMyHHOT perynsuii, aBTo3anasibHi 3a-
XBOPIOBaHHA Ta AetekTV BPOMKEHOrO IMYHITETY NpeacTas-
NeHi B ykpaiHCcbKoMy peecTpi y 4—10 pasiB MeHLLe NopiBHA-
HO 3 eBpONeNCbKUM peecTpoM [5]. 3arasiom, y peecTpi no-
AaHo 39 HO30/10ri4YHUX hopM.

B YkpaiHi icHye roctpa npobsiema reHeTUYHOI fjiarHocTu-
kv MIA. Ha cboroHi B HaLwili KpaiHi NPOBOAUTLCS rEHETUYHE
NiATBEPKEHHS NnLe 3-X HO30/10MYHNUX (DOPM: CUHAPOMY
HilimereH, aTakcii-TeneaHriektasii Ta cuHgpomy [i-Ixopoxi.

3a 0CTaHHi POKM AOCATHYTO 3HAYHOrO NOCTYMY B 3aMiCHIlA
Tepanii nauieHTiB i3 Aedekramm aHTUTINIOYTBOPEHHSA. B
YKpaiHi 3apeecTpoBaHi npenapatu 415 NifLWKipHOro BBe4eH-
HA, AKi LUMPOKO BUKOPUCTOBYIOTL Y CBITI. [poTe 3anunwaeTtb-
CA BUK/INMKOM 3ab6e3neyeHHs iMyHOrnobyniHaMmu nauieHTis
[,0pOC/I0ro BiKy.

Benvkoto npo6/1iemMoto € MpoBeAeHHS B YKPaAiHi anoreHHoT
TpaHcnaHTauil remonoeTnyHux cToBOypoBux kitnH (TFCK)
BiZ, POAVHHOIO Ta CYMICHOrO HEePOAMHHOIO AoHOpa AN1A pa-
AViKasIbHOTro NikyBaHHsA navjieHTis 3 M4,

CtaHoMm Ha 1 ciuHsa 2015 p. B TepHONinbChbkiin 06n1acTi 6y1o
3apeecTtpoBaHo 11 Bunagakis Mif (tabn.) [10, 11]. BinbLwicTtb
3 Hux (54,5 %) cTaHOBUAM KOMGIHOBaHI iMyHoZediunTn 3
MOB’A3aHVMKN @60 CUHAPOMHUMMN O3Hakamu. [edekTn aHTu-

TinoyTBopeHHs cknanu 36,4 % i npeacTaBneHi B OCHOBHOMY
TPaH3UTOPHOHO rinorammarsio6yniHemieto (3 Bunaakn), aedek-
T charoumTosy — 9,1 % (oAnH BUNaZokK). Yci iHwi 6 rpyn M4,
[12] He 6ynu BuABNEHI B TepHONINLCLKI 061acTi.

TakvMM YMHOM, CroCTepiratTbCA BiAMIHHOCTI B CTPYKTYpI
MIA y Hawili o6nacTi Ta B YKpaiHi i CBITi, L0 BiA06paXaeTb-
Cs1 3HA4YHO MeHLot YacTkoto MIf i3 gedektamm aHTUTINO-
YTBOPEHHS (BiACYTHI B CTPYKTYPi CENEeKTUBHUIA aedhiunT IgA,
3aranbHuii BapiabenbHuin imyHogediymT), BiACYTHICTIO
KOMGIHOBaHMX iMyHOAediLuUTIB.

MpoBeaeHuUiA aHasi3 CNOHyKaEe LyKaT HOBIi MOX/IMBOCTI
aiarHoctukm MiA.

Mu npoaHaniyBasiv 06i3HaHICTb CTYAEHTIB-BUMYCKHYKIB,
NiKapiB-iIHTEPHIB Pi3HNX cneLjasibHOCTER Ta NikapiB PisHMX
crneujasibHOCTEN LWoAo AiarHoCcTuky Ta BedeHHs Mif [13]. Mu-
TaHHS ONUTYBaJIbHKKA CTOCYBa/IMCSA HACTOPOXKYBaIbHMX O3HaK
M4 y piteid i gopocnux, 3arasibHux o3Hak MIf, cneumndivHnx
o3Hak M1, TakTuKM NikyBaHHA Ta BakuyHauii giteit 3 Mi4,.

HaliHmkuy 06i3HaHicTb wogo MiL npogeMoHcTpoBasv
CTYAEHTU-BUMYCKHUKN MEAUYHOro hakynbTeTy Ta nikapi.
BifgcoTok npaBW/IbHUX BiANOBiAel CTaHOBUB BiAMnoBigHo 59,2
Ta 59,4 %. He BMABEHO Pi3HULI MiX BiZLICOTKOM NPaBuibHNX
BiZNOBIAEN MiX NikapsaMy NepLUOro KOHTakTy (neaiatpw, ni-
Kapi 3aranibHOi NPaKTVKW) Ta iKkapaMU-gUTAYMMA crewianic-
Tamu (HeBpOsIOrK, My/IbMOHOJI0TW, EHAOKPUHOMOMN, IH(EK-
LOHICTH, XIpypru, OTOpuHOapuHronoru) [13]. likapi-iHTepHu
NPOAEMOHCTPYB&aUIM AELL0 KpaLLi 3HaHHSA. BigcoTok npasuib-
HKX BiANoBigel y H1x cknae 63,6 %. OnNUTyBaHHS Nokasasio
npo6nemHi Micus 3HaHb /ikapiB i CTyAeHTiB, a came, LWO
cTocytTbes giarHoctuky MIA y gopocnux, cneundivyHmnx
o3Hak okpemux Mi4.

BpaxoByun HeOCTaTHIO 06i3HaHICTb JlikapiB LWoAo Ai-
arHoctuku M1, BiACYTHICTb YiTKOT iIHGDPaCTPYKTYpu AiarHoc-
TUKW 3aXBOPKOBaHb Y PErioHi, M1 3arnponoHyBasI NPOEeKT
iMnemeHTaLii Mogeni NoeAHaHHA HaBYaHHA fikapiB Ta
NiABULLEHHSA HACTOPOXXEHOCTI HACeIeHHS 3 YJOCKOHAUIEHHAM
iHhpaCTPYKTYpU AiarHOCTVKN NEPBUHHUX iMyHOAEIUUTIB Y
AiTen, skl oTpUMaB rpaHToBy NigTpUMKy B JMF.

Y pamkax imniiemMeHTauii 4aHoro NpoexkTy Mu 34iACHWN
BUi34M B yCi paiioHn 06/1aCTi 3 METOH IH(DOPMOBAaHOCTI flikapis
nepBUHHOT NlaHKK (Nikapis-negiatpis, Nikapis 3arasibHOT Npak-
TWKM) LLLOL0 HACTOPOXXYHOUMX O3HAK Ta a/ITOPUTMY AjiarHOCTVKM
MiA4. Okpim Toro, 6ynv npoBeAeHi BUCTYNN MO MiCLLEeBOMY
TenebayeHHo 3 AaHOi Npobsiemu, akuii 3i CTyaeHTaMun B au-
TAYNX NOAIKNIHIKaX, MyGNIYHMX MICLUAX LLOA0 03HAKOMIIEHHS
HacefeHHs 3 HaCTOpPOXyBa/ibHUMK 03Hakamu MI4.

3a KOLWTK rpaHTy 3akyn/ieHo peakTuBM 15 BU3HAYEHHS
cybnonynsauii nimchouuTie, NPoBeAEHHSs burst-TecTy 3a gono-
MO0 NPOTOYHOT LUTODIOYMETPIT, BUSHAYEHHS IMyHOT106Y-
NiHIB OCHOBHMX KNaciB Ta cybknacis iMmyHoriobyniHy G.

3a 3,5 poky (2015-2018) kinbkicTb giarHoctoBaHux Mi[,
y TepHoninbCcbKiii o6nacTi 3pocna y 2,5 pasa (1abn.). Ha
Xasnb, 3a BKasaHuii nepiog Asoe aiteli i3 NI nomepnn Big,
yCKNaAHeHb: y AIBUMHKN 3 aTakCielo-TeneaHriekrasieto pos-
BMHY/1aCb Nieiikemist Ta gUTuHa nomepsa npv niarotosLi 4o
TpaHcnnaHTaui KICTKOBOro MO3Ky; y AIBUMHKU i3 CUHAPOMOM
Li-[)K0opXi PO3BUMHYINCH TSKKI IHPEKLUiMHI ycKNaaHeHHs
nicna psgy onepaTtvBHUX BTpyYaHb i3 NpuBoAdy CKIafHoi
BPOMKEHOT Baan cepus. [soe nauieHTis i3 Ml gocarnm Biky
18 pokiB i nepegaHi nig Harnag 4OPOCoro iMyHosora.

HesBaxarun Ha No3MTUBHY AMHAMIKY Y BUABEHHI M1/,
B 061acTi, OKpiM 3arasibHOHaLiOHa/IbHUX NPO6/1eM, MOXHa
BUAINUTW NEBHi perioHancHi npobnemn giarHoctuku M4,
30Kpema, HU3bKOK 3annaeTbes vyacTka M, 3ymoBneHunx
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Ta6nuusa. CTpyKTypa nepBMHHUX iMyHoAediuuTi

B Yy AiTeii TepHoninbcbKoi o6nacTi 3a 2015-2018 pp.

Ne 3/n Ho3sonoris 2015 2018
1 CuHgpom HiimereH (NBS) 2 5
2 CuHgpowm Jlyi-bap 2 2/-1
3 CuHgpom [i-Lxopaxi 1 6/-1"
4 CuHapom [hxoba 1 1(>18p.)
5 CnagikoBa rinorammarnobysniHemis (xsopoba BpyToHa) 1 1
6 CuHapom fediunTy aaresii neiikouutis | Tuny 1 1(>18p.)
7 TpaH3nTOpHa MastoKoBa rinoramMmmMarsio6yniHeMis 3 -
8 BpomxeHa HeliTponeHisi (HeyTouHeHa) - 1
9 [Lediunt cybknacis IgG - 1
10  [3arasibHuii BapiabenbHuii imyHogediuut - 1
11 PFAPA-cuHgpom — 8
Pazom 11 27 [-2

MpuMiTKa. “—nauieHTu, aki nomepau.

nedekraMmy aHTUTINIOYTBOPEHHS, BiACYTHI 3pyLUEHHS B Ai-
arHoctuui TKI[, He BUKOPUCTOBYKOTLCA BCi MOX/IMBOCTI Ai-
arHocTuku M4, i3 cuHAPOMHMMM 03HaKamu, 30kpemMa Hinve-
reH-CUHAPOMY Ta cuHapomy Ai-Ibxopaxi.

BoaHouac nokpauleHHs giarHoctukum Ml CTBOPHOE HOBI
BUK/TMKM BEA,E€HHS NauieHTiB. Tak, Ha CbOroAHi, He3Baxkaroum
Ha paHHIo AiarHoCTuky HiimereH-cungpomy (o6uasa octaH-
Hi BUNaJKW AjarHOCTOBaHI Y BiLi 3-X MiICALIB), M1 0GMEXeHi
B npoBefeHHi TICK.

Bax/MBMM acnekTom [iarHOCTUKM | BeleHHA nauieHTiB
i3 Ml € mbxgucumnniHapHa cnisnpaus daxisLiB pi3HMX ra-
ny3ei (NepBUHHOT /TAHKK, IMYHOJ10rIB, a/1epProsioris, Ny/ibMo-
HOJI0riB, peBMatosoris, Xipypris, HEOHATO/10riB, OTOPUHO/A-
PUHrO/10riB, raCTPOEHTEPOSIONB TOLLO) Y MUTaHHSAX AiarHoc-
TUKM i NiKkyBaHHA naujieHTis i3 M.

O6’eiHaHHA 3yCW/b Y BUPILLEHHI OKPECIEHNX BUK/NKIB
[0MOMOXe MOKpaLUTK paHHIo giarHocTuky M4 sk B TepHo-
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PRIMARY IMMUNODEFICIENCIES: REGIONAL, NATIONAL AND GLOBAL CHALLENGES

Summary. Primary immunodeficiency is a group of disorders caused by genetic defects in immune function. In recent years, there
has been a positive trend in the detection of primary immunodeficiency in Ukraine and in Ternopil region, but early diagnosis of di-
seases remains an important problem.

The aim of the study — to analyze the problems of diagnosis and treatment of primary immunodeficiency in Ukraine and in the region,
and to determine the directions for their improvement. In recent years, significant progress has been made in the diagnosis of pri-
mary immunodeficiency in Eastern Europe and Ukraine. The number of diseases in Ukraine over the past 10 years has tripled, but
still a significant number of cases remain unidentified. From 2012 in Ukraine there is a register of patients with primary immunodefi-
ciency. In the region there is insufficient detection of antibody defects and combined immunodeficiency in comparison with Ukraine
and Europe, are not used all possibilities for diagnosis immunodeficiency with syndromic features, in particular Nijmegen breakage
syndrome and Di George syndrome. The analysis showed insufficient knowledge of medical students, interns of different specialties
and physicians (the first contact physicians: pediatricians, general practitioners/family physicians, and pediatric sub-specialists) in the
diagnosis and management of primary immunodeficiency. Multidisciplinary cooperation of specialists from different fields (the first
contact physicians, immunologists, allergologists, pulmonologists, rheumatologists, surgeons, neonatologists, otolaryngologists,
gastroenterologists, etc.) is an important aspect in the diagnosis and treatment of patients with primary immunodeficiency. The expan-
sion of the spectrum of genetic testing of primary immunodeficiency, providing high quality immunoglobulins for intravenous and
subcutaneous administration of patients of all age groups, the availability of allogeneic transplantation of hematopoietic stem cells
from the related and unrelated donor are today the main challenges of the development of pediatric immunology in Ukraine and in the
region. Implementation of the model of combining physician education and public awareness with the infrastructure to diagnose pri-
mary immunodeficiency diseases in children will allow to improve early diagnosis of diseases and quality of life of children.

Key words: primary immunodeficiency, diagnostics, challenges, awareness.
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NEPBUYHbLIE NUMMYHOAE®PUNLUNTbLI: PETMOHA/IbHbLIE, HALUMOHA/IbHbLIE V1 TNOBA/IbHbIE BbI3OBbI

Pe3tome. MNepBrYHble UMMyHOAEULMTLI — rpynna 3a6os1eBaHunii, KOTOpble 06YC/OB/EHbI TEHETUYECKMU AeddeKTaMu 1 NPosiBNS-
I0TCS HapylleHneM hyHKLMM UMMYHHOV cucTeMbl. 3a nocnefHue rofbl HabnogaeTcs NONoOXUTENbHAS AUHAMUKA BbISIBNIEHNSA
NepPBUYHbIX NMMYHOAE(MLNTOB B YKpauHe 1 B TepHOMNOMbCKOM 061acTW, OfHAKO paHHAS AMarHocTvka 3aboneBaHuii octaeTcs
BavkHOW Npo6/1eMOiA.

Llenb nccnegoBaHus — npoaHan3npoBaTtb NPob/ieMbl AUArHOCTUKM U IeYeHUS MEePBUYHbIX UMMYHOAE(ULMTOB B YKpanHe 1 peru-
OHe [151 onpefeneHns HanpaBneHuii X YyCOBEPLLEHCTBOBAHMS.

B nocnepgHue rogpl B ctpaHax BocTouHoi EBpOnbl U B YKpauHe COCTOAIMCh 3HAUUTE bHbIE CABUTY B AMArHOCTMKE NEPBUYHBIX UM-
MyHOAe(MLUMTOB. KonnyecTBo 3ab60neBaHuii B YkpaviHe 3a nocnefHve 10 neT Bblpocna B TpU pasa, O4HaKO eLlle 3HauuTeslbHoe
KONMYECTBO C/ly4aeB ocTaeTcs He BbisiB/ieHHbIMKU. C 2012 r. B YKpanHe BefeTcs peecTp 60/bHbIX C NEPBUYHBIMU UMMYHOZeULIn-
Tamu. B TepHononbckoli 06nacTu HabnogaeTcs HefoCTaToOuHOE BbiSiBNIeHUE AeeKTOB aHTUTENI006pa30BaHNS 1 KOMOMHUPOBAHHbIX
UMMyHOZEULMTOB, MO CPABHEHWIO C YKpanHoli 1 EBPONOi, He NCNOMb3YHTCS BCE BO3MOXHOCTU ANArHOCTUKN UMMYHOAEMLIMTOB
C CUHAPOMHBIMM NPU3HaKaMu, B YaCTHOCTW HuiimereH-cuHapoma v cuHapoma Au-Ixopmku. NpoBefeHHbIA aHann3 nokasasn Hejo-
CTaTOYHYH OCBELOM/IEHHOCTb CTYEHTOB-MEAMNKOB, Bpayeli-MHTEPHOB Pa3HbIX CneLuanibHOCTEN 1 NPaKTUKYOLWMX Bpayeli kak nep-
BMYHOTO 3BEHA, TaK M Y3KMUX CNeLuaincToB B BONPocax ANarHOCTVKM 1 BEAEHUSA NePBUYHbIX UMMYHOA4ehVLUTOB. MexavcuunanHap-
HOe COTPYAHUYECTBO CMeLManMcToB pasHblx oTpacneli (MepBUYHOTO 3BEHA, MMMYHO/10TOB, a/1/1eprosioroB, Ny/1bMOHO/I0TOB, pEBMa-
TO/I0TOB, XVPYProB, HEOHATO/I0TOB, OTOPVMHOTAPUHIONIOTOB, FACTPO3HTEPOIOTOB U T.4.) SABASETCA BaXHbIM acnektom B BOMpocax
[NarHoCTUKN 1 IeYeHUs NaLWEHTOB C NEPBUYHBIMW MMMyHOAeULMTamMK. PaclumpeHne cnektpa reHeTU4eckoli AMarHoCTUKM NePBUYHbLIX
MMMyHoZeuumToB, 0b6ecneyeHre nauyeHToB BCEX BO3PACTHbIX IPYNM BbICOKOKAYECTBEHHLIMU UMMYHOTI06yIMHaMN 415t BHYTPU-
BEHHOTO 1 MOLKOXHOIO BBEAEHWIA, JOCTYMHOCTb a/1/I0T€HHOI TpaHCNNaHTaLmMm reMono3aTUYEeCKMX CTBOIOBbLIX KTETOK OT POACTBEHHO-
rO 1 COBMECTHOTO HEPOLCTBEHHOIO AOHOPA SIBMISETCSA Ha CErofHA OCHOBHbIMW BbI30BaMW Pa3BUTUSI AETCKON MMMyHONOrMN B YKpa-
VHe 1 B permoHe. BHeapeHve mogenn o6pa3oBaHns Bpayeii 1 NoBbllLeHWe 06LLeCTBEHHOV HACTOPOXEHHOCTY C YCOBEPLLIEHCTBOBA-
HMEeM MHPACTPYKTYPbl ANArHOCTUKU NEPBUYHBLIX UMMYHOAEMULUTOB NO3BOMNT YNYYLLUUTL PAHHIOW AMArHOCTUKY 3aboneBaHuii n
KayecTBO XMN3HU AeTeil.

KntouyeBble cnosa: nepsnyHble I/IMMyHO,EI,eq)VILl'I/ITbI; AOnarHoCTuka,; Bbl30Bbl; HACTOPOXEHHOCTb.
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