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’KuniBCbkQ MICbKQ ANTSIHQ KAIHIYHQ AIKQHST IHTEHCWMBHOIO AiKyBAHHST N° 1

33axiaAHOYKPQIHCBKIMK CEeLiQAIBOBAHM AUTSIHNE MEANYHWM LIEHTD, M. /\bBIB

1O6AQCHA ANTSHA KAIHIYHA AikapHST N2 1, M. XapkiB

EMIAEMIOAOTIS NEPBUHHUX IMYHOAE®ILIUTIB B YKPAIHI
3A AAHUMMU PEECTPY NALIIEHTIB

Pestome. Ilepeunni imynooeivumu (I11]) aeaaromo coboro epyny pioKicHUX 8PO0ICCHUX 3AX80PI0GAHDL CUCMe-
mu imyHimemy. Busenenns I, niopaxynok ix Kinbkocmi ii i0eHmu@ikauis H03040214HUX (hOPM € HAO38UUALIHO
aKmyanbHow npobaemoro nediampii, OCKiAbKU ye 8axicauso 04s po3podku 3axodie uodo diacHocmuku ma aiKy-
sanHus. Memoro po6omu 6yn0 eusuenns uacmomu I11J] ¢ Yxpaini ma ix Ho30102iuHUX YOPM WASIXOM CIBOPEHHS
peecmpy nayienmis. Y 27 adminicmpamugnux uenmpax Yxkpainu 6yaa 3iopana ingpopmayis npo 6cix nayieHmie
i3 I[11J], diaenocmosanux npomseom 1995—2014 pp. Ha nouamok 2015 p. y peecmp exaroueno 814 nayicumis,
i3 Hux 684 — xcusi, ceped axux 561 dimuna ma 123 nauiecumu gikom nonad 18 pokie. Minimaarvha uacmoma
1] cmanosums 1,23 acusoeo nauyicuma wa 100 muc. HaceneHHs, MiHIMAAbHA YACMOMA HAPOONCCHHS OUMUHU
i3 [1IJ] — 9,94 na 100 muc. napooxcenux scueumu. Cmpyxmypa I11J] 3a rankoro ypaxceHHs imyHHOI cucmemu é
Ykpaini 6auzvka do cmpykmypu y ceimi, ocrogi epynu IT1/] npedcmaeneri 39 nozonoeiunumu ghopmamu. Ompu-
Mani 0aHi ceiduams npo Hedocmamue euserenus [ ¢ Ykpaini, momy 3arumaemocs aKkmyansbHum NUMAHHs
niosuujerHs HacmopodceHocmi Aikapie pisHux cneyiarvhocmeil cmocoeno 111 i ceoeuacrozo Hanpasients na-

yieHmie Ha KOHCYAbMAayito 00 OUMA4020 IMYHOA024.

Karouosi caosa: nepsunnuii imynodepiyum, dimu, peecmp nayieHmis.

Bctyn

IlepBunHi imyHomediuutu (IT1J) saBasOTH co-
0010 TpyIy 3aXBOPIOBaHb, 110 € PE3yJbTaTOM aHOMa-
JIil iIMyHHOI CUCTeMM, SIKi MPU3BOIASTH A0 MOPYIIEH-
Hs GyHKII# imyHHOTO 3axucty [1]. ITIJ] Hanmexats 10
opdannux 3axBopioBanb. [IpoBigHi ¢haxiBiii B ramysi
JiaTHOCTUKY Ta JIIKYBaHHS MMEPBUHHUX iMyHOIE(ilu-
TiB BBaXaloTh, 1110 B OinbirocTi Kpain ITIJI 3amuina-
I0ThbCS HepoaiarHocToBaHUMU [2, 3]. He3Baxkaroun Ha
YUCJIEHHI AOCIIIXKEHHS, TPOBEACHI IJIsI YTOUHEHHS
enigemionorii ITI1, nani monpo nmomupeHocti I y
MOMyJsiii 3HaYHO BapilolOTh y Pi3HUX JOCTiAKEHHSIX i
kpaiHax: Bin 1—4 go 101 Ha 100 000 )xuBOHapOIXKEHUX
[4—7]. JdocniaKeHHsI OoA0 YacTOTU W emigeMioJiorii
ITIJ1 yrpynHeHi yepes te, wo ITI sk rpyna 3axBopio-
BaHb Oy/1u ifeHTU(hIKOBaHI MEHIIIE MiBCTOIITTS TOMY i
JOCi 3aJTMIAI0ThCS HOBOIO Tajly3310 B 3aTAJIbHIN MeIu-
nuHi. Ciaifg 3BaxaTu TaKoX Ha COLlialbHO-€KOHOMIY-
Hi MOXJIMBOCTI, piB€Hb PO3BUTKY MEAULIMHU PiZHUX
KpaiH, OCKUJILKA TTOBHOTA BUSIBIeHHS XxBopux i3 TTIJ]
Ta iX BUKMBAaHHS IIPSIMO 3aJIeXaTh BiJ IIMX YMHHUKIB.
Tak, HaitbibIIa KiTBKICTh 3apEECTPOBAHUX MAIliEHTIB

i3 ITIJ] B €Bporri 3adikcoBana y Ppanmii. Kpim TorO,
xoya Tpu Oinbiocti Ho3ooriuHux gopm ITII He ic-
HY€E €THIYHMX BigAMiHHOCTel, IepeBaKaHHS HeSIKUX
HO30JIOTiii MOXJIMBE B OKPEeMHX ETHIYHHMX TpyIax.
ToMy HeoOXiTHUM € BU3HAYEHHS YaCTOTH 3aXBOPIO-
BaHb y KOXHil KpaiHi.

OtTxe, He3BaXalouM Ha YKCJIEHHI JIOCIIiIKEHHS
moxo nomupeHocTi [TI1, cborogaHi 3aauIaeTbes akTy-
aJIbHUM MUTAHHSI JOCIiIKEHHS YaCTOTH $SIK Y CBiTi, Tak
i B OKpeMo B3sITUX KpaiHax. JlaHi mono yactoru I1I/1 i3
KkpaiH CxinHoi €BpOIM € MaJIO MpeACTaBIeHUMU Ha CBi-
TOBOMY PiBHi, OCOOJMBO 11€ CTOCYETHCS KpaiH KOJIMUIII-
Hboro PagsgHcrkoro Coro3y, He BUHSITKOM € i1 YKpaiHa.
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CBo€uyacHa JiarHOCTUKA Ta peeCTpallisl BUMAIKiB €
BaXXJIMBUMU 3 OLJISIAY Ha Te, 1110 MPOBEASHHS IaTore-
HETUYHO OOI'PYHTOBAHOI Teparii 3armobdira€ po3BUTKY
TSDKKMX 1 HEOOOPOTHMX 3MiH, JO3BOJISIE CYTTEBO IMO-
KpalLIMUTHU SKICThb XXUTTS i IPOTHO3 MaLli€EHTIB, 3MIHUTU
craBjieHHs no0 I11/] sk 1o HeBMJIIIKOBHUX 1 Oe3Haili-
HuUX 3axBopioBanb [8]. Orxe, BusBnenns [T, mig-
PaxXyHOK iX KiTbKOCTI Ta imeHTHdiKaIlist HO30J0TiTHIX
¢dopM € HaAA3BUUANHO aKTyaJIbHOIO IIPOOJIEMOIO TIe-
nIiaTpii, OCKUIBKM I PO3POOKM 3aXOMiB IIOJIO Hdia-
rHocTukM Ta gikyBaHHs IT1/] Bkpaii HEoOOXigHO 3HATU
iX KIUJIBKICTh i (pOpMHU, 110 HAMOIIBII YacTO 3yCcTpivya-
IOThCSI.

OpHUM 3 IHCTPYMEHTIB IS CUCTeMaTu3alii na-
HUX TIPO PiAKiCHiI 3aXBOPIOBAHHSI Y CBiTi € CTBOPEHHS
peectpiB. Peectpu € ruatgopmoro sl ernigeMiono-
TiYHOTO aHaji3y, TaK caMo SIK i JUIsl po3poOKU HOBUX
MiaTHOCTUYHUX i TepalleBTUIYHUX CTPATETil, a TaKOX
imeHTUGiKallil HOBUX TeHIB, acOLIOBAaHUX i3 3aXBO-
proBaHHsaMu. [lepiri y3aragpHeHHS IIOA0 YaCTOTH Ta
crpykrypu I1IJI B Ykpaini 0ynu 3pooneni y 2012 p.
[9]. 3a ocraHHi poku GyJ10 ONMCaHO HOBI HO30JIOT1UHI
dopmu ITIM1, no mixknapoaHoi knacudikauii ITIJ go-
Janucs AeKiabKa HOBUX Pyl iMyHOAE(ilIUTIB, TOMY €
BaXXJIMBUM yAoCKOHajieHHs HallioHanibHOTO peecTpy
TT1I.

MeTta poooru: BuBunTH yactoty ITIJ1 B YKpaiHi, ix
HO30JIOTiYHUX (HOPM, eMiAeMiooTil Ha MiACTaBi CTBO-
PEHHS PEECTPY Malli€HTIB.

MartepiaAn Ta meToAmU

Hns cTBOpeHHsT peecTpy y 27 aAMiHICTpaTUBHUX
1eHTpax Ykpainu Oyia 3i0paHa iHgopmailis mpo Bcix
nanieHTiB i3 ITI1, miarHocToBanuMu mipotsirom 20
ocTaHHiX pokiB (1995—2014), indopmMmalis ipo mairi-
enTiB Kpumy ta CeBactonons — go 2013 p. BKJI04Y-
HO. Y BCiX MalLli€HTiB, JaHi PO SIKMX BHECEHI JO LIbOI'O
DPEECTPY, 3aXBOPIOBaHHS OY/10 1iarHOCTOBAHO B TUTSI-
yoMmy Billi. [TepiroyeproBo 6yB CTBOPEHU A JTOKaIbHUM
peectp Ha 6a3i KuiBCbKOro MiChbKOTO AUTSYOTO LEH-
TPy KJiHIYHOI iMYHOJOTil, KW 3aBASIKM HasiBHOC-
Ti Kadeapn AUTIINX iHOEKIIMHUX XBOPOO i AUTIIOT
imynonorii HMAIIO im. I1.JI. Ilynuka dakTuaHO
BUKOHYE (yHKIii pecmyOnikaHchbKoro. binbiricTs
MAaLi€HTIB, BHECEHUX OO PEECTPY, MPOULLIN 0OCTEe-
keHHs B KuiBcbkomy 1ieHTpi (puc. 1). Martepianom
IIJISI CTBOPEHHSI PEECTPY Oyj1a MeauYHa TOKYMEHTAIlisl
Mali€EHTIB: KapTW JIMCIAHCEPHOrO CITIOCTEPEXKEHHS
(. 030/0), icTopii po3Butky nutunu (¢. 112/0), Me-
an4yHi Kaptu autuHU (. 0260); CTAaTUCTUYHI KapTU
XBOpHMX, sIKi BUOYIM 3i crauioHapy (¢. 066/0), i me-
IWYHI KapTu cramioHapHoro xsoporo (¢. 003/0), 3a-
nucu aMOynaTopHoro npuiiomy. st 6111 TOBHOTO
BusiBeHHs BumnaakiB ITI/I Opanuch 10 yBaru Takox
JiTU, SIKi TOMEPJIU 3 AiaTHO30M «BPOIKEHUU iMyHO-
neinnT» 3a IOCHiIKXKyBaHWI Iepion i TPOTOKOIHU iX
aTOJIOT0AHATOMIYHOTO TOCIIIKEHHS.

st iHTerpamii B peecTp MAalLi€HTIB, y IKUX Aia-
THO3 BCTAaHOBJIEHO B IiHIIMX LEHTpaX, i MiApaxyHKy
KinbkocTi Ta mowmupeHocti ITI1 B Ykpaini Oynu po3s-

pobJeHi peectpauiiiHi ¢dopmu. Ilepen BHeCeHHSIM
MalLi€HTIB A0 PEECTPY MPOBOAUIACH OLIiHKA Biporia-
HOCTi BCTAHOBJIEHHS AiarHo3y i BigiOpaHi Jule maui-
€HTHU 3 JliarHO3aMM, 1110 BiAMOBiAalOTh JiarHOCTUUHUM
KpUTEepisiM 3rimHo 3 mpoTokojamu MO3 Ykpainu i
JiaTHOCTUYHUMU TIPOTOKOJIaMU €BpOIEHCHKOTO TO-
BapuctBa imyHonedinutis (ESID). Tak, no peectpy
OyaM BKJIIOYEHI MALIEHTUA 3 iHIIUX IMYHOJIOTIYHUX
neHTpiB Ykpainu (JIpBiB, XapKiB) i maiieHTH, SIKi T1e-
peOyBaloTh Ha 00JIiKY 00JIaCHUX iIMYHOJIOTiB, Ha ITijI-
CTaBi MAaCUBHOI CUCTEMU 3BITHOCTI (puc. 1).

Peectp xBopux Ha NMepBUHHI iMyHOIEePILIUTU SIB-
Jsie co0010 eNEeKTPOHHY 0a3y JaHUX, 110 MiCTUTb
yHi(ikoBaHy iH(opMallito Mpo Malli€EHTIB i3 MEPBUH-
HUMM iMyHoaedinuTamMmu. KoHCTaHTHA YacTUHA pee-
CcTpy (He3MiHHA) BKJIIOYA€E aHKETHI TaHi; BapiabesibHa
YacTUHA MiCTUTh iH(dOpMallito Mpo JiarHo3, OCHOBHI
KJIiHIYHI TPOsIBA Ta iMYHOJIOTiYHI MOPYIIEHHS Ha
MOMEHT BCTAaHOBJIEHHS AiarHO3Yy, 3a HASIBHOCTI — iH-
(opmariito mpo BUSBIEHI MOJEKYISIPHO-TEHETUYHI
nedexTu.

IMpu pospaxynky yactotu ITI[ B Ykpaiui i gnsa
MOXKJIUBOCTI TTOPiBHSIHHS 31 CBITOBUMU JaHUMU BUKO-
pUCTaHO ABi METOAUKHN — KiJbKiCTh KUBUX MalliEHTIB
Ha 100 THC. HasSIBHOrO HaCEJIEHHSI, a TAKOX KiJIbKiCThb
nauieHTiB i3 ITTIJ Ha 100 Tuc. >XKMBOHAPOIKEHUX.
ITpu po3paxyHKy yacToTu 3axBoproBaHHs Ha I1I]1 Bu-
KOPUCTOBYBAJUCh JaHi CTaTUCTUUYHUX JOBIIHUKIB,
10 BUAAOThCS Jlep’kaBHUM KOMITETOM CTaTMCTUKH
Ykpainu T1a LlenTpom meamyHoi cratuctuku MO3
VYkpainn. 3aranpHa yactoTta 111 Ta yacToTa oOKpeMux
HO30JI0TiYHUX (DOPM pO3paxoBaHa, BUXOMASYU 3 KiJlb-
KOCTi XXMBMX Mali€HTIB HA HasiIBHE HaceJeHHSs Kpai-

420;52 %

144,18 %

[] KWIBCbKMIA MICbKUIA ANTAYWIA LEHTP KNiHivHoT imyHonorii (KMAK
N 1) i Kadpeapa AUTAYUX IHHEKLINHNX XBOPOO Ta ANTAYOI iMyHONOTiT
HMANO im. MN.J1. Wynuka (M. Knis)

Il LeHTp antayoi imyHonorii npu 3axigHoyKkpaiHCbKOMy crneLjanizoBaHo-
My AUTAYOMY MEAUYHOMY LIeHTPI (M. JIbBiB)

[] PerioHanbHWi LEeHTP AUTAYOI iMyHONOTiT Npu XapKiBCbKii 06nacHin
OUTSYIR NiKapHi (M. XapKiB)

[ MogaHHs 06naCHUX AUTAYMX IMYHONOTIB iHWKX o6nacTen YKpaitu

PucyHok 1. CTpykTypa axepesn meanvHoi
iHpopmaLii Asst BHECEHHS Naui€EHTIB [0 PeeECcTpy
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HU cTaHoM Ha 1 kBiTHsg 2014 p. (45 377 581 ocoba),
OCKIJIbKHY 11€ OCTaHHi JaHi PO HaceJaeHHs BCi€l Tepu-
TOpii KpaiHu 3rigHo 3 Jlep>kaBHUM KOMITeTOM CTaTUC-
TUKU YKpaiHu.

BianoBinHO 10 MeTOAMKM PO3paxyHKy Ha KiJib-
KiCTh HapOJIXKEHUX XKMBUMMU OyJia po3paxoBaHa 4acTo-
Ta HapomkeHHs nutunu 3 [11[0 3a 10-piyauit epion
(2001—-2010) 3 BUKOPUCTAHHSIM JaHUX TIPO PiK HAPO-
JIDKEHHS MALIEHTIB 1 KiJbKICTh HAPOJXKEHUX XKUBUMMU Y
BiZMOBIAHOMY POLIi.

OCKIiJILKM MU HE MOXKeMO OYTH BIIEBHEHI 111010 1O~
BHOTU BMSIBIIEHHSI 1 peecTpallii MalieHTiB, TO MOXHa
TOBOPUTHU JIMIlIE MPO MiHIMaJbHY 4YacTOTy (3adOKy-
MEHTOBAHMX MAaL[i€HTIB MNaLli€HTIB).

Pe3yAbTaTV TO O6rOoBOPEHHS

PeecTp nepBuHHUX iMyHOAeDILIUTIB BKIOYae 814
Malli€HTiB, i3 HUX 514 (63,1 %) vonosivoi crari Ta 300
(36,8 %) xinouoi. Ha mouaTtok 2015 poky B peectpi
684 xuBux naiieHTy, 104 mamieHTH MoMepJu, rmpo 26
HeMae gaHux KatamHesy. Cepe 684 KUBUX IMalli€HTIB

561 mitvHa ta 123 maiieHTH, SKi JOCATIN BiKy MOHA[
18 pokiB. Cepen momMepaux mauieHTiB 96 momepaun y
IUTSYOMY Billi, 8§ — micas gocsirHeHHs 18 pokiB.

YacToTa HapOIKECHHS TUTUHU i3 IEPBUHHUM iMy-
HoaediuuToMm, migpaxoBaHa 3a 10 pokiB, CTAHOBUTh
9,94 na 100 THc. HapomKeHUX XUBNMH. Ha mingcraBi
OTPUMAHNX JTaHWX MOXHA CTBEPIKYBaTH, III0 4aCTO-
ta [Tl B Ykpaini 6;11M3bKa 10 TaKO1 B iHIIUX KpaiHaX.
Tax, onyonikoBana yacrora [1IJ] B O6’ennanomy Ko-
poJiBCcTBi cTaHOBUTH 12,5 Ha 100 THC. XKUBOHAPOIKE -
Hux [10], Bewii — 8,4 Ha 100 THC. XXKMBOHAPOIKEHUX
[11], ®panwii — 16,5 Ha 100 THC. HAPOIKEHUX KUBU-
mu [12]. HaiiBuia yactora 3apeecTpoBaHa B OEIKUX
eTHiuHux rpynax TypeyuuHu — 24 Ha 100 Tuc. Hapo-
JIKEHUX XXuBuMu [13].

MiHimalibHa 3arajbHa 4acTOTa XKMBUX Malli€HTIB i3
ITI1 B Ykpaini — 1,23 Ha 100 THC. HaceneHH (Tabu. 1)
MOpPiBHSIHHA 3 TAHUMU €BPONENCHKOr0 PEECTPY L1010
nesikux kpain (CroBayumna — 1,049 uva 100 Tuc. Ha-
ceneHHs, ABctpist — 1,178 wa 100 THC. HaceJaeHHS,
[Monbmia — 1,44 na 100 Tuc. HaceneHHs1). Y cycinHiit

Ta6nuys 1. CymapHa 4acrtorta Bcix Il no obnactsx YkpaiHn

Perion e T TE e Hacene.HHa perioHy Yacrota Ha 100 THc.
Ha 1 KBiTHA 2014 p. HaceNleHHA
AP Kpum 12 1968 550 0,60
BiHHMUbKa 061. 34 1614762 2,11
BonunHcbKa 0671. 12 1041622 1,15
[HinponeTpoBCcbKa 0611. 27 3285 626 0,82
[oHeLbKa 0671. 43 4332016 0,99
HuntomunpcbKa 0671. 17 1259823 1,34
3akapnaTtcbka 06. 6 1257 262 0,48
3anopi3bKa 061. 10 1772214 0,56
IBaHO-PpaHKiBCbKa 06711. 20 1381505 1,45
M. Kuis 116 2870930 4,04
KuniBcbKka 061. 20 1725893 1,10
KipoBorpaacbka 0611. 984 864 0,20
JlyraHcbKa 0611. 7 2232887 0,31
JlbBiBCbKa 0671. 79 2536 053 3,12
MwuKonaiBcbKa 0611. 8 1166 210 0,69
Onecbka o6n. 12 2394 339 0,50
MontaBcbKa 0611. 7 1454 245 0,48
PiBHeHCbKa 0671. 21 1159 296 1,72
M. CeBacTtononb 2 385 998 0,52
CyMcbKa 0671. 15 1129094 1,33
TepHoninbcbKa 061. 11 1071597 1,03
XapKiBcbKa 0671. 28 2735862 1,02
XepcoHCcbKa 0611. 4 1070567 0,37
XMenbHULbKa 00611, 8 1304 602 0,61
YepKacbKka 06/1. 32 1256770 2,55
YepHiBeLbKa 061. 2 908 409 0,22
YepHiriscbka 0671. 6 1062 810 0,56
Bcboro no KpaiHi 561 45 377 581 1,23
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VYropiyHi yacToTa cTaHOBUTH 3,76 Ha 100 THC. Hace-
JICHHs, HaliBuIlla B €BpOIi YacToTa 3apeecTpoBaHa y
®panuii — 6,164 Ha 100 THC. HaceaeHHS.

3a maHuMu Tab6. 1, HalBUILI MOKA3HUKM YaCTOTHU
I11J1 BusisneHo B M. Kuesi, JIbBiBCbKili Ta BiHHULIbKI
obnactax, HailHuk4i — B UepHiBelbKiii, KipoBorpam-
cbKiii Ta JIyraHchkiil obsacti. BimMiHHOCTI B Teorpa-
¢iyHOMY PO3MOMITi MOXYTh OYyTH 3YMOBJICHI PSIIOM
MPUYNH — HM3BKOI HACTOPOXKCEHICTIO 3 BUSIBJICHHS
ITIJI cepen nikapiB, HEITOBHOTOIO TTOJavi JAHUX 10 pe-
€CTPY, OCOOJMBOCTIMU TeorpadiuyHOTO po3TalllyBaH-
Hs i BiggaJeHiCTIO AesIKMX PEerioHiB Bij creliagizoBa-
HOI MEIMYHOI JOTTOMOTH.

¥V peectpi nogani Bci rpynu IT1/1 3rinHo 3 knacudgi-
kauiero [UIS 2014 [14] (puc. 2).

V uinomy ctpyktypa ITIJI 3a jaHKOI0O ypaxkeHHS
iMYHHOI cUCTeMHU B YKpaiHi OJiM3bKa A0 CTPYKTYpU Y
cBiTi. [TopiBHSHO 3 €BPONENCHKUM PEECTPOM Bil3HA-
YaeTbhes TMonibHa KapTWUHaA 1IOJ0 MUTOMOI Baru ae-
diuutiB aHTUTLIOYTBOpPeHHS (50—60 %, 3a pisHUMHK
JaHNMM ), KOMOiHOBAaHUX iMYHOAE)IUTIB Ta KOMOi-
HOBaHMX IMYHOIE(MIIUTIB i3 CUHAPOMAJIBLHUMU PU-
camu. [TopiBHSIHO 3 €BPONEICHKUM PEECTPOM 3HAYHO
MEHIIIE MTPeJCTaBJIeH] MaieHTH 3 JeilluTaMU CUCTEe-
MU ¢aroumuTosy, nedekraMu iMyHHOI perysiii, aB-
To3anajJbHUMM 3aXBOPIOBAaHHS i 1eeKTaMu B CUCTEMI
BPOKEHOrO iMYHIiTETY (KOXHa 3aiimMae MeHue 1 %
y ctpykrtypi IT1Hd). Lli rpynu HellogaBHO BHECEHI 10
KJjacudikalii nepBUHHUX iIMyHOAEeDILIUTIB, TOMY Aia-
THOCTHKA iX (PaKTUYHO JIUIIIe HATATOIXKYETHCS.

VY peectpi mpeacTabieHo 39 yTOUHEHUX HO30JIOTIiU-
Hux hopm (Tad. 2).

Haii6inpm yacTUMU HO30JIOTIYHUMHU (hOpMaMU €
TaK 3BaHi MiHOpHi iMyHOAC(MIIIUTH — CEICKTUBHUM

nedinuT iMyHOTrJI00yaiHYy A Ta TpaH3UTOPHA Malllo-
KoBa rinoramMmaruoOyiiHemisi. Cepeln TSKKUX iMy-
HoAe(iuUTIB HANOIIBLI KiJIbKICHO TpeacTaBIeHUMU
HO30JIOTiYHUMU (hOPMaMU € CIaJKOBA TilToraMMario-
oyninemis (CI'), 3araxpHUl BapiaOeqbHUI iMyHOIE-
diuut (3BI/1), a Takox mesiki KOMOiHOBaHI iMyHO7IE-
(iumTy i3 cuHapOoManbHUMU pucamu — cuHAapoM i
Hxopaxi, cunapom Hiiimeren, cunapom Jlyi-bap,
cuHapoM Bickorra — Ongpuua.

Jlesski HO30J10Tii MpeacTaBiIeHi OKpeMUMHU BUTIAJI -
Kamu. Lle Moxxe CBiTUMTH K PO HU3BKY HACTOPOXKE-
HICTb 1100 LHUX (POPM i IX KAiHIYHUX MPOSIBIB SIK Mep-
BUHHUX iMyHOIehiUMTIB (HampuKIam, X-34elaeHnuil
JiMdornponidpepaTUBHUI  CUHAPOM, aBTOIMyHHUIA
JiMdornponidpepaTUBHUI CUHAPOM), TaK i y IesIKUX
BUMAaJKax Mpo 3arajbHy iX HU3bKY 4acTOTy (AediluT
AHK-nirasu, gedpinur DOCS, gedimut aaresii jeii-
KOULMTIB, cMHIApOM HezepToH), 110 MinTBepIKy€ETHCS
cBiTOBUMM JgaHuMu. HaitbGisnblia KijabKicTh HEyTOY-
HeHux ITIJI crioctepiraeTbcsl B rpymi KOMOiHOBaHUX
iMyHOAE(DIUTIB, OCOOJMBO TSKKUX KOMOIHOBaHMX
iMyHOAE(DILUTIB (OUIBIIE MOJOBUHM) UYepe3 TIKKUI
nepedir iHpeKuifHuX ycKIaagHeHb, 110 IBUIKO MPU-
3BOAATH 10 3arubeti XBOporo, He alouy yacy Ha yTou-
HIOIOYi 1iarHOCTUYHI MPOLIEAYPU.

LlixaBuM € (pakT KiJIbKiCHOTO NepeBaxkaHH CIaa-
KOBOI TrinmoramMmarjoOyaiHeMii Haja 3arajJbHUM Bapia-
OeJIbHUM iMYHOJAe(MILIMTOM, OJHOYACHO Y OilbIIOCTI
MiKHApOJAHUX i PEECTPiIB OKpPEeMUX KpaiH mepeBaxka-
J0U0I0 3a KiJIBKICTIO HO30JIOTiYHOI0 (POPMOIO € came
3araJibHuil BapiabenbHUit iMmyHonmedinut. Haiibiabir
OYCBUIHUM TOSICHEHHSIM IIbOMY MOXE OyTH Te, IO
MK MaHidecTalii KJIIHIYHUX NMPOSBIB 3aTaJIbHOTO Ba-
piabenpHOTO iMyHOmEIUUTY MpUIlaga€e Ha IiAJTITKiB

Kom6iHoBaHi iMyHoaediunTm
i3 CMHAPOMANLHUMK pUcamu
20,61 %

Kom6iHoBaHi imyHoaediLnTH
8,22 %

Heytouneni MIJ,
2,45 %

[ediunTtv cuctemmn KOMNNeMeEHTY
4,05 %
ABTO3ananbHi 3aXBOPIOBaHHS
0,86 %
[edeKTn BpoaXKEHOro iMyHiTeTy
0,25 %

BpomeHi gedeKTu KinbkicTi Ta/abo
dYHKUIT darouuTis

4,29 %
[edeKTn imyHHOI perynauii

0,86 %

[ediunTn aHTUTINOYTBOPEHHS
58,40 %

PucyHok 2. CTpykTypa nepBuHHUX imyHoaeiunTiB B YkpaiHi
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Tabnuuys 2. CTpykTypa HO30J10riYHNX POPM NepBUHHUX iMyHoAePiunTiB

lpyna 3a naHkKolo Hosonoriuxa dopma NI KinbKicTb
ypaXKeHHSA XBOPUX
Kom6iHoBaHi iMyHO- | X-34enneHum TAXKKUn KOMGiHOBaHWM imyHoaediumT (aedekT perentopa IL-2R) 14
AediumntH TSIKKWIA KOMGIHOBaHMI iMyHOAediLMT, 3yMOBIEHMI AedeKkToM RAGL 4
TAXKKMN KOMBIHOBaHWM iMyHO4ediLUMT, 3yMOBNIEHUN AedeKTom reHa Artemis 2
TAXKKUM KOMGiIHOBaHWM imyHoaediumnT, 3ymoBneHunn gediuntom AJA 2
TAXKKUM KOMBIHOBaHWM iMyHOAEdiLMT 6€3 YTOYHEHHS HO3010r4YHOI HopMHK 30
Oediumt AHK-nirasm 1
|lnionatnyHa CD4-nimdoneHis 5
X-34enneHun nimebonponidbepatMBHU CUHOPOM 1
Kom6iHoBaHMIM iMyHOAEDILUT HEYTOYHEHW 6
Kom6iHoBaHi CuHapowm Bickotta — Onagpuya 25
IMyHOAEDILMTM I3 | Araicig-TeneaHriekTasis (cuHapom Jlyi-bap) 39
CUHLAPOMaNbHUMHU - -
prcamu CuHgpom i Jxxopaxi 42
CHARGE-cuHapom 1
CuHapom HinmereH 42
lnep-IgE-cuHAPOM (aBTOCOMHO-4OMIHAHTHUI BapiaHT) 19
lnep-IgE-cuHapom (aBTOCOMHO-peLecUBHUI BapiaHT, 3ymoBfieHnn gedektom reHa DOCKS8) 1
CuHapom HesepToHa 3
[eodiuntn aHTUTINO- | X-34enneHa cnagKkoBa rinoraMmarnobyniHemis (xeopoba bpytoHa) 53
YTBOPEHHSA 3aranbHuit BapiaGenbHuit imyHogediLuT 35
CuHapom rinepimyHorno6yniHemii M 11
CeneKTMBHUMN fediuunT iMyHOro6yniHy A 170
Hdediuunt cybKnacis imyHornobyniHy G 21
TpaH3uTopHa rinorammarnobyniHemis 181
lnorammarnobyniHemisa HeyTo4HeHa 8
Nediumtn cuctemun | LmMkniyHa HEUTpONeHis 5
daroumTosy TSXKKa BPOKEHa HelTponeHist (cuHapom KoctmaHa) 5
TsXKKa Bpog)KeHa HENTPOneHis, 3ymoBneHa MyTauieto ELA-2 1
TaXKKa BpOAXKeHa HENTPONEHid HEYTOYHEHA 7
X-34yenneHa XpoHiyHa rpaHysiemMaTto3Ha XxBopoba 12
XpoHiyHa rpaHyiiemato3Ha xBopo6a, aBTOCOMHO-PELIECUBHUI BapiaHT (1edeKT phox??) 1
OediunT aaresii nerkoumTis | TuNy 1
CuHgpowm LLiBaxmaHa — [davmoHaa 2
[Oeodiumt peuentopa IL-12RB1 4
HdediunT cuctemn paroymtosy HEYTOHHEHUN 9
[edeKTn iMyHHOT ABTOIMYHHUWI MonirnaHaynapHum cuHapom | tuny 4
perynauii ABTOIMYHHWI1 NiMbONponidepaTUBHUI CUHAPOM 1
IPEX-cMHApPOM (X-34enneHnin CUHAPOM iIMyHHOI An3perynadii, nonieHaoKpuHonarii, eHTe- 1
ponarii)
JedeKTn BpoaKe- | XpOHIYHMM WKIPHO-CIM30BMUIA KaHAWAO03, 3ymMoBieHun MyTauieto GOF STATL 2
HOro imMyHiTeTY XPOHIYHMI WKIPHO-CIM30BUI KaHAMA03 6€3 YTOYHEHHS FEHETUYHOTO AedeKTy 2
CimenHum remodaroumntTapHiuim CUHAPOM 2
Oediumtn cuctemun | BpogKeHum aHrioHeBPOTUYHUI HabpsK (aediumnT CL-iHribiTopy ectepasm) 3
KOMTIEMEHTY [edillUT KOMMOHEHTIB CUCTEMU KOMMIEMEHTY 7
ABTO3ananbHi 3a- CimenHa cepea3eMHOMOpPCbKa TIMXOMaHKa 2
XBOPIOBAHHA XPOHIYHUI AUTAYUI WKIPHO-aPTUKYNSPHO-HEBPONOMYHUIA CUHAPOM 2
CuHApom rinepimyHornobyniHemii D 1
CUHAPOM NePioANYHOI rapsavyku 6e3 yTOYHEHHS HO30/10riYHOT popmu 2
20 3n0po0Bbe pebeHka, ISSN 2224-0551 Ne 7 (67) » 2015
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i MOJIOAMX JOPOCIMX, a JTaHUU peecTp chopMoBaHU
i3 MAalli€HTIB, IiarHO3 SIKUM BCTAaHOBJEHO B JUTUH-
CTBi, OTX€, B MOJI€ 30py MOTPAITUIN JUIIE MallieHTH,
3aXBOPIOBAHHS B SIKMX NeOIOTYBaJO O AOCSTHEHHS
18-piyHOTO BiKY.

3rimHo 3 maHWUMM TaOJ. 3, MPAKTUIHO MPU BCiX
HO30JIOTisIX YacTOTa 3aXBOPIOBAHHS Ha MOTOYHE Ha-
ceseHHs Tipuban3Ho B 10 pasiB MeHIa, HixX YacToTa
MpyU HApPOMXKEHHI, 1110, OYEBUIHO, BiloOpaxkae AuHa-
MiKy BVXXKMBAHHS MAIli€HTIB, IKUM He OYyJ0 BYACHO
BCTaHOBJIEHO JiarHO3 i po3MnoyYare JIiIKyBaHHS.

3a 6inburicTio Ho3ouoriil (cunapom [li JIxkopmxi,
cunapom Jlyi-bapp, CI', 3BIJI, cenexTuBHuii aedi-
LUAT iMYHOIJI00yJiHY A, XpoOHiua TpaHyJemaTo3Ha
XBopo0Oa) B YKpaiHi Big3HAYa€eThCS 3HAYHO MEHIlA
yacToTa peecTpallii HOPiBHSIHO 31 CBITOBUMU JaHUMU
(Bin 4 no 10 paziB) [14—17], xoua mpu OKpEMUX iMyHO-
nedinurax (TSKKU KOMOIHOBaHWU iMyHOmehiuT,
30kpema cuHapoMm OmeHa, CUHAPOM TilepiMyHOTJIO-
oyninemii M, cunapom Bickorra — Onapuva) yac-
TOTa y MePiojli HOBOHAPOXKEHOCTI HAOJIMXKAETHCS 10
JMaHUX 3apyOiskHUX peecTpiB. Tak, 3a pi3HUMU aBTOpa-
MU, yacTtoTa HapoxkeHHs nutuHu i3 TKI/] ctaHOBUTH
Big 1 Ha 50 tuc. no 1 Ha 100 TMC. HOBOHAPOIKEHUX
[2, 18], Tomy paHi B YKpaiHi BiANOBigalOTh MiHiMalb-
Hiit yacToTi y cBiTi. 30KkpeMa, 3 2005 p. B YkpaiHi Oyno
niarHoctoBaHo 5 BunaakiB TKI/ i3 kjiHiYHUM peHo-
MeHOM cuHapomy OMeHa, 4yacToTa SIKOTO Yy CBITi Bif-
nogigae 1 Ha 1 MJIH HOBOHAPOJXXKEHUX, 110 TMTOBHICTIO
Y3TOIKYEThCI 3 YacToTO0 B YKpaiHi (1,04 Ha 1 MutH
HOBOHAPOKEHUX).

TakuMm 4yMHOM, LOPIYHO MOXHA OYiKyBaTM Ha-
pomkeHHsT MiHiMyM 5 miteit i3 TKIJ, minimym 1 ma-
JIIOKa i3 CITaJKOBOIO TilmoraMmmarjiooyiiHemiero, 1—2
XJIOMYMKIB i3 cuHapoMoM Bickorra — Onapuua, 1o
BaxXJIMBO 3HATU [JIsI IUIAaHYBAaHHSI JiKyBaJbHUX 3aX0/iB
i O10JIKeTY JIs1 opraHisallii TpaHCIUIaHTallii CTOBOYpO-
BUX KJIITUH.

OuikyBaHa 4yacToTa cuHApomy HiliMereH y cBi-
Ti ctaHoBUTH | Ha 100 TUC. HAPOMXKEHUX XXUBUMH, a
cepell CJIOB’STHChKO1 IonyJisiii Kpaid CxigHoi €Bpo-
NU HaBiTh yacTime. JocaiakKeHHs MOLIMPEHHS Haki-
yacTimoi myTtauii ¢.657 661del5 B Yexii, [Tonbiui i
VkpaiHi O03BOJISIIOTH TPUINYCKATU PO3PAXYHKOBY

yacTtoTy | Bunamok Ha 177 HOBOHApOMXKEHUX Y LIUX
TPbOX CJOB’SIHChKMX momyJjsiisx [19]. Otrxe, He-
3BaXkKaloyM Ha MOTEHIITHO BUCOKY YacTOTY LIbOTO
CUHJIPOMY, YacToTa foro B YKpaiHi MeHIla 3a po3-
PaxXyHKOBY.

Yepes HepiBHOMipHe BusiBiaeHHs Il mo kpai-
Hi, 3HaYHe BiIcTaBaHHS 4yacToTu okpemux [T Big
CBITOBMX JIaHUX, 3HAYHY Pi3HUILIIO MiX 4acCTOTOI Ha
IMOTOYHE HaceJIeHHS i yacToToro Ha 100 Tuc. HOBOHa-
POJIXKEHUX, 1110 BigoOpaxkae ocoOJIMBOCTI BUKMBAHHS
nauieHTiB i3 [T1J1, axuM He O0y10 BYUaACHO BCTAaHOBJIEHO
JiarHo3 i po3royaTe JiKyBaHHS, 3aJMIIAETbCS aKTy-
aJIbHUM T IBUILIEHHSI HACTOPOKEHOCTI JIiKapiB pi3HUX
crneuiaabHOCTEN 11040 cBo€vyacHoi migo3pu Ha ITIJT i
CBOEYACHOTO HAIlpaBACHHS MaLli€HTIB i3 MiZ03pOI0 Ha
MOPYILIEHHS B iIMyHITETi Ha KOHCYJIbTALLIO 0 TUTSIYO-
ro iMyHoJjora.

BucHoBku

1. 1o peecTpy NepBUHHUX iMyHOAE(DIIIUTIB HA MO~
yaTok 2015 p. BktoueHo 814 naiieHTiB, i3 HUX 684 —
KUBIi, cepen sskux 561 mitnHa ta 123 mamieHTH BikoM
noHap 18 pokiB.

2. MiHiMaibHa yacToTa xkuBux nauieHTis i3 ITI/1 B
VYkpaini craHoBuTh 1,23 Ha 100 THC. HaceleHHsI.

3. MiHiManbHa 4yacTOTa HApOJIXEHHS AUTUHU i3
I cranoBuTh 9,94 Ha 100 TUC. HAPOIKEHUX KHU-
BUMM.

4. B YkpaiHi npeacTaBieHi BCi rpyny MepBUHHUX
imyHonediuutiB. HailGinplry rpynmy CTaHOBISTH Ae-
¢iuuTu anturinoyrsopeHus (58,4 %), npyre Micue
MocinamTh KOMOIHOBaHI iMyHOMEhIIUTH i3 CUHIPO-
ManbHuMu pucamu (20,6 %), Tpere — KoMOiHOBaHi
imyHonediuuTu (8,2 %).

5. ¥V peectpi npencraBieHo 39 yTOYHEHUX HO30-
noriunux ¢opm IMIJI. HaitGinbur yacTuMu HO30J10-
riyHUMU (popMaMM € TaK 3BaHi MiHOpHI iMyHoAedi-
LHUTU — CeJNeKTUBHUIN AediluUT iMyHOTJIOOYJIiHYy A
Ta TpaH3UTOPHA MAJIIOKOBA TrilmoramMMarjooyjJiHeMis.
Cepen TSXKUX iMyHOAeDILUTIB HANOIMIBII KidbKiCHO
TpeaCTaBICeHUMU HO30JOTiYHUMU (opMaMu € criaf-
KOBa rirnoraMMmaryiodyjaiHemist, 3araibHUiA BapiaOesb-
HU# iMyHOAC(DIINT, a TAKOX IesIKi KOMOiHOBaHI iMy-
HOIeDILINTH i3 CHHIPOMAJIbHUMU PUCAMU — CUHIPOM

Tabnuuys 3. Yactora HabinbL NnpeacTaB/eHUX Y PEECTPi HO30J10rYHUX popm

Ho3onoriyHa ¢popma YactoTta Ha 100 Tuc. HapoaXeHux }XuBumu | Yactota Ha 100 TUc. HaceneHHs

TKIA 1,0

CuHgpom i JykopaxKi 0,25-1,16 0,07
CuHapom Bickotta — Ongpuya 0,3 0,03
CuHpgpom Jlyi-bap 0,4 0,05
CuHapom HinmereH 0,32 0,06
CnagkoBa rinorammarno6yniHemis 0,2 0,09
3BI4 0,4 0,04
CuHapom rineprammarnobyniHemii M 0,09 0,017
CeneKktmBHUM aediumt iMyHornobyniHy A 1,72 0,32
TpaH3uTopHa rinorammarnobyniHemis 2,2-6,0 0,12
XpOHiYyHa rpaHynemMaTo3Ha xBopoba 0,1 0,018
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Hi dxopaxi, cuuapoM HilimereH, cunapom Jlyi-bap,
cunapom Bickorra — Onapuua.

6. Hlogo GinbiocTi HO30J0r B YKpaiHi Bin3Ha-
Ya€eThCSI 3HAUHO MEHIIIAa YaCTOTa PeeCTpallii MOpiBHSI-
HO 3i cBiTOBUMU maHuMU (Bix 4 no 10 pasiB).

7. IlpakTMYHO MpU BCiX HO3OJIOTiSIX cHOCTepira-
€ThCST 3HAUYHA Pi3HUIIST MiXX YaCTOTOIO HA IMTOTOYHE Ha-
ceneHHs i yacToToo Ha 100 TmC. HOBOHAPOIKEHUX
(maitxe 10-kpaTHe 3HaYHE IMepeBaXkaHHSI OCTaHHbBOL
MPU BCiX HO30JIOTisIX), 110 BigoOpaxkae ocoOJMBOCTI
BUKMBaHHS nauieHTiB i3 I11J1, akuM He Oyia0 BYacHO
BCTAaHOBJIEHO JiarHO3 i po3rnoyvare JIiKyBaHHS.
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Kagpeapa AETCKUX MHPEKUMOHHBIX GOAE3HEN 1 AETCKOM UMMYHOAOT HMATO vm. M.A. Lyrvka, r. Knes
2KneBcKkast ropoACKQAst AETCKAST KAHUYECKQST GONbHULIQ MHTEHCUBHOIO AedeHmst N° 1
33anQAHOYKPQMHCKIY CNELMAAN3UPOBAHHBIV ASTCKA MEANLIMHCKUIA LIEHTPD, I. /AbBOB

4O6AQCTHAST AETCKQS KAMHNYECKQS1 60AbHMLA N® 1, r. XapbkoB

AMNNAEMUOAOTUSA NEPBUYHBIX UMMYHOAEDULIUTOB B YKPAUHE
No AAHHbIM PETMCTPA NMALMEHTOB

Pestome. [lepBuunbie ummyHomeduumtsl (IMTWJ) npen-
CTaBJISIIOT COOOI TPYIIITY PEIKUX BPOXKICHHBIX 3a00JIeBaHUi
cuctembl uMMyHureta. Boisinenue MU/, moacuer ux koiu-
YecTBa M MICHTU(PUKAIIMS HO30JOTUYECKUX (DOpM SIBIISIETCS
Ype3BbIYAHO aKTyaJbHOM MPOOJIeMON MeauaTpuu, MOCKOJIb-
Ky 9TO BaXKHO JUIsl pa3pabOTKU MEPONPUSITUI TT0 TMAarHOCTUKE
u jnedeHuto. Llenbio padoTsl ObLTO M3yuyeHue yactotsl [TU/] B
YKpanHe 1 UX HO30JI0OTUYECKUX (hOPM ITyTeM CO3IaHUST peru-
cTpa MaueHToB. B 27 atMUHMCTPaTUBHBIX LIEHTPaX YKpauHbI

Obl1a codpaHa uH(opManus o Bcex naumeHtax ¢ [TAJ, aua-
THOCTMPOBaHHbIMU B TeueHue 1995—2014 rr. Ha Hauano 2015 .
B PETUCTP BKJIIOUEHBI 814 manueHToB, U3 HUX 684 — XUBBIE,
cpear KOTophiX 561 peGeHok u 123 manuenTa crapiie 18 jer.
MuHMMaIbHasE YaCTOTa XXUBbIX MalMEHTOB cocTaBisieT 1,23 Ha
100 ThIC. HaceJlleHUsI, MUHUMAaJIbHasl 4acTOTa POXKACHUS peOeH-
kac [T — 9,94 ra 100 TbIC. poguBIIMXCS KUBBIMU. CTPYKTY-
pa [T /] o 3BeHy mopakeHusi UMMYHHOI CUCTEMBbI B YKpauHe
OJIM3Ka K CTPYKType B MUpe, OCHOBHBIe Trpyrnbl [TW]I nipen-
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craBjieHbl 39 Ho3oornueckumMu hopmamu. [loydyeHHbIe 1aH-
HbIE CBUAETEIIBCTBYIOT O HEAOCTATOYHOM BhIsiBIeHun [TW]] B
YKpaunHe, T0O3TOMY OCTAeTCS aKTyaTbHBIM BOITIPOC ITOBBIIIICHUST
HaCTOPOXKEHHOCTH Bpadeil pa3InYHbIX CIIELUATbHOCTEN OTHO-

curenabHo MW/l 1 cBoeBpeMeHHOro HarpaBIeHUs TTALIMEHTOB
Ha KOHCYJIbTALIMIO K IETCKOMY UMMYHOJIOTY.

Kimouesbie ¢j10Ba: IepBUIHBII UMMYHOAC(UIIUT, AETH, Pe-
IMCTP MALMEHTOB.
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EPIDEMIOLOGY OF PRIMARY IMMUNODEFICIENCIES IN UKRAINE ACCORDING
TO THE REGISTER OF PATIENTS

Summary. Primary immunodeficiencies (PID) are a group of
rare immune congenital disorders. Detection of PID, counting
their number and nosology identification are important prob-
lems of pediatrics as it is important for the development of mea-
sures for diagnosis and treatment. The objective of this work
was to study the incidence of PID in Ukraine and its nosologic
forms by creating a registry of patients. Information about all
patients with PID diagnosed during the 1995—2014 was col-
lected in 27 administrative centers of Ukraine. At the begin-
ning of 2015, the register included 814 patients, 684 of them —
alive, among them 561 children and 123 patients older than

18 years. The minimal incidence of PID is 1.23 alive patients
per 100,000, minimal incidence of giving birth to a child with
PID — 9.94 per 100,000 live births. In Ukraine, the structure of
PID in terms of immune system impairment is close to that of
worldwide, the main groups of PID are presented with 39 no-
sological forms. The findings suggest a lack of PID detection in
Ukraine, so the issue of increased alertness in doctors of differ-
ent specialties concerning PID and timely referral of patients to
child immunologist remains topical.
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