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AHOTAIIS

beenapsn C. A. TloetanHuil CKpUHIHT NMEPBUHHUX IMYHOIEMIIUTIB y HiTEH 3
BUKOPHUCTaHHAM 1H(QopMariiinux cucrem — KBamidikariiina HaykoBa Ipaiisl Ha mpaBax
PYKOITHUCY.

Jucepraiiiss Ha 3700yTTS HAyKOBOrO CTyIeHs Joktopa dutocodii 3a
cnemianpHicTIO 228 — meniatpis. — HamioHanbHUN yHIBEPCUTET OXOPOHU 370POB’S
VYkpainu imeni I1. JI. [llynuka, MO3 Ykpainu, M. Kuis, 2021.

Hucepraiiiiina po6oTa NpUCBSYEHA YIOCKOHAJIEHHIO IPOrHO3YBAaHHS MiJI03pU Ha
NEPBUHHUN IMYHOAE(PIUUT y MAIT€d HaA IIJCTaBl BUBYEHHSA KIIHIYHUX MPOSBIB,
0ocoOMBOCTEHM mepediry 3axBOPIOBaHHA Y PI3HUX BIKOBHX TIpynax JiTed Ta 3
BUKOPUCTAaHHAM 1H(POPMALIIMHUX CUCTEM.

JI71s1 BUpilIEHHS MTOCTaBJICHUX y POOOTI 3aBJaHb MPOBOAMINCEH MPOCIEKTUBHI Ta
peTrpocrekTuBH1 gocaimkeHHs. [IpoananizoBani gani 163 niteit 3 JiarH030M MEPBUHHOTO
IMyHOZIEDIMTY 10A0 36 KIIHIYHUX MapKepiB mepBUHHOrO iMyHonedinuty. [lamientu
Oynu po3MmOjiIeH] Ha JAEB’STh HO3OJOTIYHUX MiArpymn: 90 maiieHTiB — 3 nediruramu
AHTUTUIOYTBOPEHHS, 8 — 3 KOMOIHOBaHUMHU IMyHOAEeiruTamMu, 4 — 3 XBOpoOaMu IMyHHOT
nucperysiii, 48 — 3 negexramu parouutosy, 4 — 3 fePpeKTaMu BpOHKEHOTO IMYHITETY,
3 — 3 curpomom BickoTrTa-Onapuya, 2 — 3 CHHAPOMOM rinepimyHornooyminemii E, 1 —3
cunapomom Ji-/Ixopmxki, 3 — 3 cunapomom HiiimereH.

[TopiBHSHHS HO30JOTIYHUX MIATPYN MEPBUHHOTO IMYHOAECOIIIUTY MiX COOOI0
MIPOBOIUIIOCS 3 BUKOPUCTAHHIM MOJIEII MyJIbTHHOMIHAJIBHOI JIOTiCTUYHOT perpecii. [Ipu
criBcTaBieHHl 1127 emi30fiB AETalbHOTO KJIIHIYHOIO aHAMHE3y IMAaIl€HTIB 3 BIKOM
OposIBY KJIIHIYHUX MapKepiB BIAJOCSd BUpaxXyBaTH EKCHOHEHIINWHI CTYIEH! BIUIMBY
KJIIHIYHUX MapKepiB HAa IMOBIPHICTh MaTH MEPBUHHI IMyHOAEDIUUTHA PI3HUX HO30JIOTIH.
Mu Ha3BanM 1eil CTYMiHb BIUIMBY «KOE(PIIEHTOM pU3UKY». OTxe, KOEPIIEHT PUUKY —

IIe YKMCIIOBE 3HAUEHHS, y CKIJIBKM pa3iB HASBHICTh KIIHIYHOTO Mapkepa B aHaMHE3I



Nall€HTa Ha MEBHOMY BIKOBOMY MPOMDKKY MIJBUILYE PU3UK MOTPANUTH B KOHKPETHY
HO30JIOTIYHY MIATPYNy TMEPBUHHOTO IMYHOAC(IIUTY BIAHOCHO IHINUX MIATPYII
IMyHOACDIIHTIB.

OtpuMaHi JaHi J03BOJISIOTH OIIHUTH, Ha SIK1 KJIIHIYHI 03HaKU abo 1X KoMmOiHaIi
BapTO 3BEpPTaTH yBary JUisd KOXKHOI MiATPYHH BPOKEHUX iMyHone(diuuTiB. Pesynbpratu
XapaKTePU3yITHCS ITUPOKUMH Jiaria30HaM1 KOS(MIIIEHTIB PU3HUKY: OJH1 KJI1HIUYHI O3HAKU
TPAIUIAIOTBCA YacCTillle JIMIIEe MpPH TMEeBHUX HO30JIOTIAX, ajieé OUIBIIICTh MPOSBIB
(bIKCYIOThCS 0Jipa3y y 0araThboX pi3HUX MIATPYyMax MEPBUHHUX IMyHOE(DIIUTIB.

Xoua myig JNESIKUX MapkepiB KoeQili€eHTH MNPUOIU3HO CTablIbHI, OCOOJIMBO
BIJIHOCHO POJIMHHOI'O aHAMHE3Y, SIKUM JIHCHO HE 3MIHIOETHCA 3 BIKOM, OJTHAK TP aHAJ131
aHaMHE3y B P13HOMY BiIll JiJIsi OUTBIIOCTI KIIHIYHUX MapKepiB KOe(DIIEHTH PUUKY JUIS
TI€1 5K HO30JIOT14YHOI MIATPYINHU BIAPI3HAOTHCSA. Hanpukian, rHiliHI OTUTH MalOTh 3HAYHUN
BIUIMB Ha MII03pY 100 Ae(EKTIB aHTUTIJIOYTBOPEHHS 10 2 POKIB: Yy Billl 6 MICAIIB
Koe(]illieHT pU3UKY CTAaHOBHUTH BChOTO 3,211, y 9 micsamiB — 13,937, B 12 micsmis — 41,167,
B 18 micsuiB — 41,053, y 2 poku koedilieHT 3HOBY 3MEHIIY€eThCs — 110 14,7, a B paHHbOMY
HIKITEHOMY Ta MiJTIITKOBOMY Billl cTaHOBUTH Bif 1,34 mo 1,502.

VYmepiie BHU3HAYEHO YHCIOBE 3HAYEHHS BIUIMBY KIIHIYHUX  MapKepiB
IMyHOCKOMIIPOMETOBAHOCTI Ha MiA03pYy MO0 Ae(PeKTIB aHTUTUIOYTBOpeHH:. Cepen HuX
HAaWOUIBINI 3HAYEHHS PHU3HUKIB MAaIOTh MPOSBH THIWHUX OTUTIB (MakCUMalIbHUMN
koedimieHt pusuky 41,167), nanapuiiiB (26,411), HasBHICTh TAaKOTO 3aXBOPIOBAHHS Y
ponuuHoMy aHamHue3l (135,312) ta panni cmepti Omm3pkux poauuiB (10,885). Bik
HAWYaCTIMMX MPOSBIB AeDINUTIB AHTUTUIOYTBOPEHHS — BiJ 6 MICSIIIB 710 2 POKIB.

VYrepie BU3HAYEHO YUCIOBE 3HAUCHHSI BIUTMBY KJITHIYHUX MapKepiB Ha MiI03py
mono aedekTiB ¢aronutosy. Ll rpyma 3axBoproBaHb MPOSBISETHCS B YCIX BIKOBUX
MeKax, Mepli MPosBHU 3a3BUYail Bij 6 10 9 MicAIliB, MepeBaxHO OUIBIIE iX CTAa€ J0 BIKY
3-4 pokiB, XapaKTepU3YIOThCS MIJIBUILIEHUMH PU3UKAMH HASIBHOCTI CTaHy MPU PO3BUTKY

HeWTporneHii (MakcuManbHuil KoedimieHT pusuky 33,165), mimdonenii (15,887),



3aTpUMIN BiANAIAIHHA NyNOBUHHOTO 3anuiky (21,039), nmpu 1HBa3UBHOMY MIKO31
(48,697), cmenomeranii (96,63), raiiaux dimdpanenitax (20,741), daermoni (18,148),
octeomiemTi (16,698), THItHWYKOBUX 3axBoproBaHHAX IKipu (15,879) Ta panHIX
cMepTsax Om3bkux poaudis (11,491).

VYrepiie BU3HAYEHO YHUCIIOBE 3HAYCHHS BIUIMBY KJIIHIYHUX MapKepiB Ha IMiI03py
o010 KOMOIHOBaHUX 1MyHOAe(IUTIB. Bumanku TsSKKOro Imepediry mNOYMHAIOTh
MPOSIBIITHCS 1Ie A0 BIKy 3-6 wmicsmiB. Jlo 9-18 wicamiB giarHO3W IHIIUX BapiaHTIB
nepediry TakoXK YyKe 3a3BUuYail BCTAaHOBIIOIOTHCS, IO MiJATBEPKYETHCS JTaHUMHU
JOCIIKEHHsI. BUCOKI pU3MKH Mi03pU HA 11l CTAaHU BUSABJICHI MPU PO3BUTKY B AUTHUHU
XPOHIYHOI He1H(EKIIHHO1 lapel MoHaA OJIMH Micslb (MaKCUMaIbHUI KOES(DILIEHT pU3UKY
113961,5), meninrity (113232,8), abcuecy BHyTpimHiXx opraniB (1828,7), cemncucy
(116,315), cepitoznux yckinannensb miciaa memieHds BIPK (85,9), cmimenomeranii
(52,788), mueBMoHii (45,916), cencucy (116,315).

VYrepiie BU3HAYEHO YHUCIIOBE 3HAYCHHS BIUIMBY KJITHIYHUX MapKepiB Ha IMiJI03py
11010 XBOpoO iMyHHOT AucperyJsiiii. KiiHi4H1 TposiBY LIMX CTaHIB HAPOCTAIOTH Miciis 4-
pIYHOTO BIKY, a PU3UKM 3alliIO3PUTH HASBHI MPH PO3BUTKY THIMHUX JiM(DaICHITIB
(92,141), raiiinux otutiB (78,329), daermonu (21,048), xponiunoro 6ponxiry (14,048),
HAsIBHOCTI paHHIX cMepTe y poauyis (50,901).

VYnepiie BU3HAYEHO YHCIIOBE 3HAYCHHS BIUIMBY KJITHIYHUX MapKepiB Ha IMiJ103py
o0 Je(exTiB BpoakeHoro iMyHiTeTy. Lli 3axBoproBaHHS pi3KO MOTIPUIYIOTH CTaH
MAIlEHTIB TMICHs BIKY 6 POKIB 3 KYMYJISTUBHUMH YCKIAgHEHHSMU 10 18 poKiB.
3amigo3putu aedeKT BPOHKEHOTO IMYHITETY MOXKHA, SKIIIO B aHAMHE31 JTUTUHU HasBHI
TaKl KJIHIYHI MapKepH, sk 1HBa3uBHUHN Miko3 (72110,1), abciiec BHYTPIIITHBOTO OpPTaHy
(56,064), mapanpokrtur (150,159), mueBmonis (10,545), 3aTpumka Hi3UIHOTO PO3BUTKY
(16,138).

[loxo cunapomy rinepimyHorioOyminemii E (rinep-IgE-cunnpomy) BuzHaueHo,

0 TPOSIBU IMYHOCKOMIIPOMETOBAHOCTI HalJacTillie XapakTepHu3yeThcs abciecamu



BHYTPIIIHIX OPraHiB, CIUICHOMETAIIE€I0, THIMHUYKOBUMHU 3aXBOPIOBAaHHSMH IIKipH,
oHixomiko3amu. OpHak koe(ilieHTH pu3uKy st rinep-lIgE-cunapomy He HacTUTBKU
BXKJIMB1, OCKUIBKH JJISl pI3HUX BapiaHTIB IIbOT'O 3aXBOPIOBAHHS YK€ ICHY€ OallbHA IIKaa,
10 TAaKOX BKJIIOUYAE MOPYIIEHHS PO3BUTKY CKelieTa Ta 3y0iB. ToMy Takuii JiarHO3 MOKHA
BUSIBUTH 3 BIKYy 60-12 MicsIIiB.

VYnepiie BU3HAYEHO YKCIIOBE 3HAUCHHS BIUIMBY KJITHIYHUX MapKepiB Ha MiJ103py
moao cuHapoMmy Bickorra-Ongpuua. I[lpu 1mpoMy CcHUHAPOMI TPOMOOLUTONEHIS
MOCTYIIOBO MOCUJIIOETHCS BXKE MICIsT HAPOIKEHHSI, a KIIHIKa 1HQEKI[IITHOTO CUHIPOMY B
JIOCITIJIPKEHH] MPOSIBIsUIAcs Micas 3 pOKiB 3 MOCTIMHUM HapOCTaHHSM Ba)KKUX IPOSBIB.
Bucoki pu3uku 3amijio3puTiu cuHapoM Bickorta-Onapuya HailOUIbII 3HAYHO MPOSBUIU
Taki Mapkepu, sk TpomOouuronenis (3,94 * 107), xpomiunoi miapes (201,649),
ycknanenns micas mersieHHs BIDK (105,259), mimdonenis (80,235), panHi cMmeprti
omm3bkux ponuuiB (51,437), naeBmoHii (24,645), kanauno3u (13,284), crimeHomeranis
(10,755) Ta BusBneni Oponxoekrasu (12,861).

CratucTUyHUN aHaNi3 MIATBEPIKYE KIIHIYHUK mepedir cuHapomy BickoTta-
Onapuya, nMpu SKOMY TPOMOOILMTOIICHIS € OJHUM 13 HaWBAKJIMBIIIMX CHMIITOMIB, Ha
BIIMIHY BiJl IHIIMX TIEPBUHHUX IMYHOIC(IITUTIB.

Takum 4nMHOM, KOE(ILIEHTH PU3MKY MOKAa3ylOTh HE JIMIIE CTYIIHb BIUIMBY Ha
IMOBIPHICTh TEPBUHHOTO 1MyHONEDIUTY, ane i J03BOJIAIOTH MUMEPEHIIIOBATH Pi3HI
Ho3ouior1i. 1le Mae BaxiIMBe MpaKTUYHE 3HAYEHHS JUIsl PAHHBOT'O BHUSIBJICHHS PIAKICHUX
3aXBOPIOBAaHb, OCKUILKM HAa HACTYIMTHOMY €Talll JOTOMara€e 3BYy3WTH Ta MPUIIBUIIIUTH
JIarHOCTUYHUN TOIIYK MMiJ Yac KIIHIYHOTO BEACHHS IMiI03P1JI0OT0 BUITAJIKY, IIBHIIIE
YTOYHUTHU IMYHOJIOTTUHUN JI1arHO3.

bararo iHmmx MapkepiB Majiu MEHIN BIUIMBOBI (MeHIIe 10) 4MCIOBI 3HAYCHHS
KOe(DILIEHTIB PU3MKY MIJ03pH HAa Pi3HI MEPBUHHI IMYHOAEPIUMTH. A Ui 1€ JBOX
HO30JIOTTYHUX MIATPYN BUSABJICHI KOEPIIIEHTH PU3UKY OKPEMHUX KIIIHIYHUX MAapKepiB

HACTLILKM BHUCOKi (amiasis tumyca 3 koedimienrom 6,45 * 10° mpu cumgpomi Jli-



Jlxop ki Ta Mikpouedanis 3 koediriearom 5,62 * 1087 npu cunapomi Hilimeren), 1o ix
MOJKHa Mai)ke TMaTOTHOMOHIYHO BHPI3HATH CEpel IHIIMX MIArPYN TMEePBUHHUX
IMyHOACDIIHTIB.

VYnepiie po3po6sieHO IMYHOJIOTTYHUI OHJIAMH-TECT — CHeliaibHy 1HQopMaliiHy
CUCTEMY, SIKOI0O MOXYTh KOPHCTYBaTHCS 3 OyAb-sIKOTO KOMII'IOTepa 4u cMmapTdoHa 3
BUXOJIOM B IHTEpHET fK JIKYIOUl JIIKapi, Tak 1 OaTbKW MaIi€HTIB (PEKUM JOCTYITY:
immunotest.pp.ua). [lepma mpo6Ha Bepcis IMyHOJIOTIYHOTO OHJIAMH-TECTY, 110 MICTUIIA
eMIipu4Hl KoedilleHTH, Haaadl Oyja YJOCKOHAJeHa Ha OCHOBI PO3PaxOBaHUX B
JOCITIIKEHH1 KOS(ILI€HTIB PU3UKY Ta 3 BUKOPUCTAHHSIM CTaTUCTUYHOTO METOIY perpecii
Kokca. BiH 103BOJIsI€ TPOBECTH NEPBUHHUIN CKPUHIHT aHAMHE3Y Ha MIJ03PY BPOKEHUX
IMyHOIE(DIITUTIB 32 KJIIHIYHUMHA MapKepaMH 13 BpaxXyBaHHSAM BiKy ITUTUHU. OTpuUMaHU
pe3yNbTaT BKJIIOYAE YKCIOBE 3HAYEHHSI CTYNEHS PHU3HMKY HASBHOCTI IMYHOJIOTTYHOTO
JiarHo3y (y CKUIbKH pa3iB BHILI IAHCH MATH JI1arHO3 BIJIHOCHO CEPEIHIX MOIMYJISIIHHUX
PHU3HKIB), @ TAaKOX BKJIIOYAE€ PAHKOBAHUN CIHMCOK HO30JOTIYHUX MIATPYN MEPBUHHUX
IMyHOZIE(ILMTIB — BiJ OUIBII MIJO3PUIMX 3aXBOPIOBaHb 10 MeHII mino3piaux. Ilicns
TaKOT'0 TECTYBaHHs 3a MOTPEeOU HAAETHCS PEKOMEHAIISI 3BEPHYTHUCS 10 PET10HATIBLHOTO
JTUTSYOTO JIKapsSI-IMyHOJIOTa JIJIsl TIOJIBIIIMX €TalliB JIIarHOCTUKH BPOJKEHOTO0 IMYHHOL
NaTOoJIOTII.

EdexTuBHICTh IMYHOJIOTIYHOTO OHJIAMH-TECTY MO0 MIJ03pH Ha TEPBHUHHI
imynoaedinuTu ckiana 87,1%. OunnailH-TeCTyBaHHsI, MPOBEACHE OKEPMO JJIsl Pi3HOTO
BIKYy IIOAO OJHHUX 1 THMX CaMHX JOCIIKYBaHHMX TAIlI€EHTIB, 3MOIJIO BUSBUTH OlNIbIIIE
MAIIEHTIB, HIK OyJM BCTAHOBJICHI peajbHI 1arHO3U B TOMY K BIlli: BUSIBJICHO Y 5 pa3iB
O11bIIIE BUMAAKIB IEPBUHHUX IMYHOACHIIUTIB 10 6 MICSIIIB, Y 2 pa3u OUIbIIIE — 0 OJTHOTO
poky, y 1,7 pa3iB Outbllie — 10 JBOXPIYHOTO BIKYy. Y CTapIIOMy Billi IMyHOJOTIYHUH
OHJIAWH-TECT TaKOXX JEMOHCTPYBaB y OJIM3bKO IIBTOpa pa3W 4YacTille BHSIBICHHS
NAII€HTIB, HIK BIK BCTAHOBJICHHSI PEAIbHUX J11arHO31B TUM CaAMHUM MAallIEHTaM Y TOMY XK

Biri. OfHAaK NP [IbOMY IMYHOJIOTIYHUN OHJIAWH-TECT HE MPOMOHYETHCS K aTbTePHATHBA



npodeciiiHuM JIIKapChbKUM KOHCYJIbTAlllsIM, a K CcydacHe JOMOBHEHHS A0 HuXx. [lpu
IIOMY PE3YIbTAT IMYHOJIOTIYHOTO OHJIAWH-TECTYBaHHS MOYKE SIKICHO BIUTHHYTH Ha BHOIp
MOJANBIINX METOJIIB OOCTEKCHHS TalllEHTa JIIKApEM-CIIeI1aTiCTOM.

[IpoBenennii HamMu aHajl3 KIIHIYHUX MapKepiB NEPBUHHHUX IMYHOJe(]IIUTIB
JI03BOJIMB CTBOPHUTH HOBI MPOTHOCTUYHI MOJIETI JJIsi PAaHHBOTO BHUSIBJICHHS TAIlI€HTIB 13
M1JI03pOI0 Ha IF0 PIJIKICHY TeIiaTpUYHy MMaToJIOTiI0, 1110, Ha Halll MOIJIsd, Oy/1e CIPUsSTU
MiIBUIIEHHIO €()EeKTHBHOCTI JIarHOCTUKHM TEpPBUHHUX iMyHoAedinuTiB. CaMme paHHS
JIIarHOCTHKA 1MX 3aXBOPIOBaHb MAa€ 3HAYHHM BIUIMB HA BYACHHM MOYATOK JIKyBaHHS Ta
YHUKHEHHSI HeOa)kKaHMX BHXOJIB XBOpPOOHW. A Iie e pa3 CBIAYUTH MPO HEOOXIAHICTh
pPO3LIMPEHHST 1 JIOMOBHEHHA CTaHAAPTHUX  METOAIB  CKPUHIHTY  TNEPBUHHUX
IMyHOI€(DIITUTIB 3 YpaXyBaHHSIM CYy4aCHUX MOMJITHUBOCTEH.

Knrouosi cnoea: mnepBUHHI IMyHOAE(IIUTH, KIIHIYHI MapKepH, MiA03pUIAN

BUMAJI0OK, TIPOTHO3YBAHHS, OHJIAIH, TECT, AUTSIYa IMyHOJIOT 5.
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ABSTRACT

Beglaryan S. A. Staged Screening of Primary Immunodeficiencies in Children
Using Information Systems — Qualifying scientific work on the rights of the manuscript.

Thesis for the PhD degree in specialty 228 — Paediatrics. — Shupyk National
Healthcare University of Ukraine, Ministry of Healthcare of Ukraine, Kyiv, 2021.

The thesis paper is devoted to improving the prediction of the suspicion of primary
immunodeficiency in children based on the study of clinical manifestations, the
characteristics of the course of the disease in different age groups of children using
information systems.

Prospective and retrospective studies were conducted to solve the tasks set in the
paper. Data of 163 children diagnosed with primary immunodeficiency were analyzed for
36 clinical markers of primary immunodeficiency. Patients were divided into nine
nosological subgroups: 90 patients with antibody deficiency, 8 patients with combined
immunodeficiency, 4 patients with diseases of immune dysregulation, 48 patients with
defects in phagocytosis, 4 patients with congenital immune defects, 3 patients with
Wiskott-Aldrich syndrome, 2 patients with hyperimmunoglobulinemia E syndrome, 1
patient with Di George's syndrome, 3 patients with Nijmegen breakage syndrome.

Comparison of nosological subgroups of primary immunodeficiency with each
other was performed using a polynomial logistic regression model. When comparing
1.127 episodes of detailed clinical history of patients with the age of manifestation of
clinical markers, it was possible to calculate the exponential degrees of influence of
clinical markers on the probability of having primary immunodeficiencies of different
nosologies. We called this degree of influence the “risk factor”. So, the risk factor is a
numerical value of how many times the presence of a clinical marker in the patient history
at a certain age interval increases the risk of getting into a specific nosological subgroup

of primary immunodeficiency relative to other subgroups of immunodeficiencies.



The data obtained allows to evaluate what clinical signs or combinations one
should pay attention to for each subgroup of congenital immunodeficiencies? The results
are characterized by a wide range of risk factors: some clinical signs occur more often in
certain nosologies only, but most manifestations are recorded in many different subgroups
of primary immunodeficiencies at once.

Although the factors are roughly stable for some markers, especially for family
history, which does not really change with age, the risk factors for the same nosological
subgroup differ when analyzing the history at different ages for most clinical markers. For
example, purulent otitis media has a significant impact on the suspicion of antibody
formation defects up to 2 years: at the age of 6 months, the risk factor is 3.211 only, at 9
months it is 13.937, at 12 months it is 41.167, at 18 months it is 41.053, at 2 years the
factor decreases again up to 14.7, and in early school age and adolescence it ranges from
1.34 to 1.502.

For the first time, the numerical value of the influence of clinical markers of
immunodeficiencies on the suspicion of antibody formation defects has been determined.
Among them, the manifestations of purulent otitis media (the maximum risk factor is
41.167), panaritia (26.411), the presence of such a disease in the family history (135.312)
and early deaths of close relatives (10.885) have the greatest risk values. The age of the
most common manifestations of antibody formation deficiency ranges from 6 months to
2 years.

For the first time, the numerical value of the influence of clinical markers on the
suspicion of phagocytosis defects has been determined. This group of diseases manifests
itself in all age ranges, the first manifestations are usually from 6 to 9 months, they become
predominantly more with the age of 3-4 years, characterized by increased risks of the
condition with the development of neutropenia (with a maximum risk factor 33.165),
lymphopenia (15.887), delayed falling off of the umbilical cord residue (21.039), with
invasive mycosis (48.697), splenomegaly (96.63), purulent lymphadenitis (20.741),
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phlegmon (18.148), osteomyelitis (16.698), pustular skin diseases (15.879) and early
deaths of close relatives (11.491).

For the first time, the numerical value of the influence of clinical markers on the
suspicion of combined immunodeficiency has been determined. Cases of severe course
begin to appear even before the age of 3-6 months. By 9-18 months, diagnoses of other
variants of the course are also usually established, which is confirmed by the study data.
High risks of suspicion of these conditions are found when a child develops chronic non-
infectious diarrhoea for more than one month (maximum risk factor 113961.5), meningitis
(113232.8), internal organ abscess (1828.7), sepsis (116.315), serious complications as a
result of BCG vaccination (85.9), splenomegaly (52.788), pneumonia (45.916), sepsis
(116.315).

For the first time, the numerical value of the influence of clinical markers on the
suspicion of immune dysregulation has been determined. Clinical manifestations of these
conditions increase after 4 years of age, and the risks of suspicion are present with the
development of purulent lymphadenitis (92.141), purulent otitis media (78.329),
phlegmon (21.048), chronic bronchitis (14.048), the presence of early deaths in relatives
(50.901).

For the first time, the numerical value of the influence of clinical markers on the
suspicion of congenital immune defects has been determined. These diseases dramatically
worsen the condition of patients after the age of 6 years, with cumulative complications
up to 18 years. A congenital immune defect can be suspected if the child has a history of
such clinical markers as invasive mycosis (72110.1), internal organ abscess (56.064),
paraproctitis (150.159), pneumonia (10.545) and delayed physical development (16.138).

As for the syndrome of hyperimmunoglobulinemia E (hyper-IgE syndrome), it
was determined that the manifestations of immune defects are most often characterized
by abscesses of internal organs, splenomegaly, pustular skin diseases, onychomycosis.

However, the risk factors for hyper-IgE syndrome are not so important, since there is
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already a score scale for different variants of this disease, which also includes skeletal and
dental disorders. Therefore, such a diagnosis can be detected from the age of 6-12 months.

For the first time, the numerical value of the influence of clinical markers on the
suspicion of Wiskott-Aldrich syndrome has been determined. In this syndrome,
thrombocytopenia gradually increases after birth, and the clinic of infectious syndrome in
the study manifested itself after 3 years with a steady increase in severe manifestations.
Such markers as thrombocytopenia (3.94 * 107), chronic diarrhoea (201.649),
complications after BCG vaccination (105,259), lymphopenia (80.235), early deaths of
close relatives (51.437), pneumonia (24.645), candidiases (13.284), splenomegaly
(10.755) and detected bronchiectases (12.861) showed high risks of suspecting Wiskott-
Aldrich syndrome.

Statistical analysis confirms the clinical course of Wiskott-Aldrich syndrome, one
of the relatively long-known primary immunodeficiency syndromes. Thrombocytopenias
are practically not found among other nosological subgroups of congenital immune
pathology, which is why the risk factor for thrombocytopenia in this syndrome is so high
(3.94 * 107). In the presence of such a clinical sign, Wiskott-Aldrich syndrome in the
patient should be suspected primarily in relation to other subgroups of congenital
immunodeficiencies.

Thus, the risk factors show the degree of influence on the probability of primary
immunodeficiency, as well as allow differentiating various nosologies. This is of great
practical importance for the early detection of rare diseases, as it helps to narrow and speed
up the diagnostic search during the clinical management of a suspicious case and clarify
the immunological diagnosis faster.

Many other markers had less influential (less than 10) numerical values of the risk
factors for the suspicion of various primary immunodeficiencies. And for two more
nosological subgroups, the risk factors of individual clinical markers were found to be so

high (thymus aplasia with a factor of 6.45 * 1015 in Di George's syndrome and
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microcephaly with a factor of 5.62 * 1067 in Nijmegen breakage syndrome), that they can
be almost pathognomonically distinguished from other subgroups of primary
immunodeficiencies.

For the first time, an online immunological test has been developed — a special
information system which can be used by both treating physicians and parents of patients
from any computer or smartphone with internet access (access mode: immunotest.pp.ua).
The first trial version of the online immunological test containing empirical coefficients,
has been further improved based on the risk factors calculated in the study and using the
statistical Cox regression method. It allows to conduct an initial screening of a patient
history for suspected congenital immunodeficiency by clinical markers, taking into
account the age of the child. The obtained result includes a numerical value of the degree
of risk of having an immunological diagnosis (how many times the chances of having a
diagnosis are higher relative to the average population risks), it also includes a ranked list
of nosological subgroups of primary immunodeficiencies, from more suspicious diseases
to less suspicious ones. After such testing, if necessary, a recommendation is given to
contact a regional paediatric immunologist for further stages of diagnosis of congenital
immune pathology.

The effectiveness of the online immunological test for the suspicion of primary
immunodeficiencies was 87.1%. Additionally, online testing of all the studied patients,
repeated for the history of different ages, turned out to be effective for early diagnosis: 2-
5 times more patients were detected in different months of age up to one year, and up to
1.7 times more patient of up to two years of age. At an older age, the online immunological
test also showed about one and a half times better detection of patients than at the age of
making real diagnoses for the same patients. However, the online immunological test is
not offered as an alternative, but as a modern addition to the consultation of patients

suspected by their doctors. At the same time, the result of the online immunological testing
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can qualitatively influence the choice of further patient examination methods by a
specialist doctor.

The conducted analysis of clinical markers of primary immunodeficiencies
allowed us to create new prognostic models for early detection of patients with suspected
rare paediatric pathology, which, in our opinion, will contribute to improving the
effectiveness of the diagnosis of primary immunodeficiencies. It is the early diagnosis of
these diseases that has a significant impact on the timely start of treatment and the
prevention of undesirable consequences of the disease. This once again indicates the need
to expand and supplement standard methods for screening primary immunodeficiencies
in light of current capabilities.

Keywords: primary immunodeficiencies, clinical markers, suspicious case,

prognosis, online, test, paediatric immunology.
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BCTYII

AKTyaJbHicTh Aociaigxenns. [leppunni imyHonaedinutu (ITIJI) 3anummaroTses
aKTyaJIbHOIO TpOoOJeMoro cydacHoi meniarpii. e moB’d3aHo 3 iX reTeporeHHICTIO Ta
HEBHCOKOIO YaCTOTOI0 OKPEMHUX HO30JOT1H, aje Mpu [bOMY 3HAaUHUM HaBaHTAKCHHSAM SIK
Ha mamienTa 3 ITIJ] Ta #oro poauHy, TaK i Ha CUCTEMY OXOpOHH 370poB’s [1,2].

[lepBunHI iMyHOAE(IIMTU — 1I€ TpymHa XBOPoO, sSKi OOYMOBJIEHI T€HETHUYHUMHU
MYTaIlisiMU, IO MPOSIBIISIIOTHCS MOPYIIEHHIMU (PYHKITIH p13HUX JJAHOK IMYHHOT CUCTEMHU.
[TIJI nanmexath n0 opdaHHHMX, TOOTO piAKICHMX XBOpoO. Ha mpotuBary BTOpUHHUM
(maOytum) imynoaediuuram, [11/] Takox Ha3UBalOTh BPOHKEHUMU IMyHOIE(DILIUTaAMH.

[TIJI siBAsItOTBCS TEeTEPOreHHUMHU 3axBOoproBaHHsAMHU. OO’€qHye iX JMIe aBa
MoMeHTH. [lo-mepiiie, BOHU € T€HETUYHO OOYMOBJIEHHUMM CTaHaMH, TOOTO BUKIIUKAaHI
myTamisiMu. [lo-gpyre — y pe3yapTari MyTallid Mall€eHTH MalTh KIIHIYHI MPOSBU
HEJIOCTAaTHOCTI IMYHHOI CUCTEMH.

VY nocrtynHii JiTepaTypl IPYHTOBHO BUCBITJICHO MUTAHHS €TI0JOTII, KIIHIKU Ta
nabopatopuoi miarnoctuku [11]] y aiteii [3,4,5,6].

Binomo, mo mposisamu I1IJ[ MoxxyTe OyTH AedinuTu sIK OJIHI€T, TaK 1 KIJIBKOX
JAHOK IMYHHOTrO 3axucTy. Po3pi3HsOTH IMyHOAEDIUUTH, MOB’s3aHl 3 AediuuToM B-
KJIITUHHOI JIAHKU, B TOMY YHUCJI 3 YTBOPEHHSM aHTUTLI, 3 AedinuToM T-KIITHHHOTO
3axucTy, 3 Aedimurom Qarouutosy, 3 AePIIATOM CHUCTEMU KOMILJIEMEHTa, CUCTEMU
BPOJIPKEHOTO IMYHITETY, XBOPOOU IMyHHOI TUCPETYJISAII, ayTo3anaibHi XBOPOOHU.

Cepen KIIIHIYHUX O3HAK, IO J03BOJSIIOTH 3amigo3putu [IIJ[ y mamienra,
HaNOUIbIlIE BUPI3HAETHCA BAXXKKUN I1HQEKUIMHUA CHUHIPOM, YacTO 13 XPOHI3alli€l0 Ta
penuarBaMu. Pijiiie BUHUKAIOTH 1HIII JOJATKOBI YCKJIaJHEHHS, HAIIPUKIa/l, ayTOIMyHHI
IIPOIIECH, ayTO3aMalbHI IpOoIecH, Majiruizamis [7,8].

Opnak ocoOnuBOCTI BUSBIEHHS mifgo3puioro Bumanaky IIIJ] 3amumarorbes

JTUCKYTaOCIbHUMH 3 HAayKOBOI Ta MpakTU4HOi Todok 30py [9,10]. Mano poOir, siki
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pHCBsYeHI BHsBIIeHHIO maiieHTiB 3 [1I/] y pizaux BikoBux rpymax [11,12]. Mixk Tum,
npu OutbiocTi Ho3osorid T11/] kriHIYHa cMMOITOMATHKA 3 BIKOM MPOTPECYE, ¥ TAaKOTO
nali€eHTa BUHUKAE KyMYJATUBHUM HaOlp YMCICHHUX KIIHIYHUX MPOSBIB, YACTO BAKKHUX
Ta 3 ycKkiagHeHasmu [13,14].

VY noctymHiii iTepaTypi BKa3yeThCsl HAa BXKJIMBY POJIb KIITUHHOI 1 TyMOPaIbHOT
JAHOK IMYHITETYy y ¢dopMyBaHHI mepebiry Ta BuxonaiB Oararbox mposiBiB IIIJI, Ha
TEHETUYHI MyTaIlii, 110 BlaCHE TMPU3BOAATH /10 3axBoproBaHHA [15]. OgHak, He3BaKarOUH
Ha IHTEHCHUBHI JIOCJIJIP)KEHHS POJIl TEHETUYHUX (PAKTOPIB Ta IMyHOJOTIYHUX MEXaHI3MIiB,
JI0 ITbOT'0 Yacy He po3po0JIeH] METOIM PAaHHLOTO BUSABJICHHS IMio3piiux Ha [11]] Bunaaxis,
K1 COUPAIOTHCS HA KIIIHIYHUN NIepeOir y ITel 3 ypaXyBaHHSIM BIKOBOI JUHAMIKH.

KommiexkcHuit aHamiz momiOHUX JOCIHIDKeHb, Ha HAaIll TOIJISAA, MOXE OYyTH
JIKEPEIOM PO3pOOKH HOBHUX IIISAXIB MPOrHo3yBaHHs mino3pu Ha [II/], mo m03BoIUTH
CBOEYACHO J1arHOCTYBATHU 11 PIAKICHI 3aXBOPIOBAHHS, MPOBECTH HEOOXIHI JIIKYBaJIbHI
3aX0/IM Ta B MOJAIBIIOMY YHUKHYTH HeOaKaHUX BUXO/IIB.

3B’5130K pO00TH 3 HAYKOBHUMHM IPOrpaMaMH, IJIAHAMH, TEMaAMHU

Hucepraiiiiiny poO0OTy BUKOHAHO Ha Kadeapl AUTSYNX 1HPEKIIHHUX XBOPOO Ta
nuTs40i iMyHoJorii HarfioHalibHOTO YHIBEpCUTETY OXOPOHH 310pOoB’°st YKpainu imeHi I1.
JI. Illynuka He3anexHo BiJ HAYKOBO-AOCIIIHOT poO0TH Kadeapu.

Meta moc/aizKeHHsI: YIOCKOHAJICHHSI MPOTHO3YBAHHS MIJ03pU HA TIEPBUHHHIMA
IMyHOZIe(DILMT Yy IITeH Ha MACTaBl BUBYEHHSI KJIIHIYHUX IIPOSABIB, 0COOIMBOCTEMN nepediry
3aXBOPIOBAHHS Y PI3HUX BIKOBHX TpymHax JiTed Ta 3 BUKOPUCTaHHSIM iH(OpMaIiiHuX
CHCTEM.

3aBaaHHA JOCJIIKEeHHS:

1. BcTaHoBUTH KIIIHIYHI IPOSBY MEPBUHHUX IMYHOAE(IITUTIB B 3aJI€KHOCTI B
HO30JIOTTYHOI IPYIY 3aXBOPIOBAHHS.

2.  Po3pobutu okpemi KIIIHIYHI MapKepH, XapakTepHi ISl PI3HUX MEPBUHHUX

IMyHOJE(DIUTIB.
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3. Po3pobuty 1MyHOJOTIYHUNA OHJAMH-TECT JJIsI BUSBJICHHS MIiAO3PLINX
BUIAJKIB IEPBUHHOTO IMyHOAEDILIUTY.

4. BcTaHOBUTH PHU3UKHU OKPEMHX KJIIHIYHUX MApKepiB Ta iX BILIMBY Ha MiI03py
10/I0 TIEPBUHHOTO IMYHOJE(IIIUTY 3a]€KHO BiJ JTWHAMIKH Iepeliry 3aXBOPIOBAHHS Y
pi3HI IEPIOH TUTSYOTO BIKY.

5. Ha ocHOBI pe3ynpTaTiB AOCIIPKCHHS YIOCKOHAJIUTH IMYHOJIOTIYHUN
OHJIAITH-TECT JJIsl IOETAITHOTO BHUSIBJICHHS MEPBUHHUX IMyHOACPIIIUTIB Y PAHHBOMY BiIli.

06 ’exm docniodicenHs: TEPBUHHUN IMYHOASPIIUT Y JITEH.

IIpeomem Odocnioxcennsa: xniniun1 mapkepu [11J].

Memoou docnioxcenns: 3aralbHOKIIHIYHI, aHAIITHKO-CTATUCTHUIHI.

HaykoBa HOBH3HA OTPUMAaHUX pe3yJbTATiB

BusiBneHo KiiHIYHI 0COOJIMBOCTI MPOSIBIB PI3HUX HO3OJIOTTYHUX Py NEPBUHHUX
IMyHOJIE(DILIMTIB 3aJIEKHO B BIKY JIT€H. YTOYHEHO BIK SK MEPIIMX IMPOSIBIB PI3HUX
BapiaHTIB MEPBUHHUX IMyHOI€(IITUTIB, TaK 1 BIKOBI KK HACTYITHUX PELIUIUBIB.

VYnepiie Bu3HaueH1 Koe(ili€eHTH BIUIMBY OKPEMUX KIIHIYHMX MapKepiB Ha PU3UK
Mi03pU MEPBUHHOTO IMyHOJehinuTy B JiTed. BusiBneHo, mo Ajs OJHOTO 1 TOTO X
BIKOBOTO MPOMIKKY OJHMH KIJIIHIYHUN MapKep MOKE€ MaTH PI3HI CTyNEeHI PU3HKY II0JI0
M1103pH Ha P13H1 HO30JIOT14HI TPYNH NEPBUHHUX IMyHOAEePIuuTIB. [Ipy iboMy pu 0HUX
1 TUX caMHX TEPBUHHUX IMYHOJS(IIUTIB BKa3aHI PHU3MKUA I JEIKUX KIIIHIYHUX
MapKepiB 3 BIKOM 3MIHIOIOThCS, @ JIsl IHIIMX MApKePIB € BIIHOCHO MOCTIMHUMH.

Ha mizcraBi oTpuMaHuX TaHUX BIIEpIIE pO3pOOJICHUHN 1 BIPOBAKEHUN B pOOOTY
JUTSI IPaKTUYHOTO BUKOPUCTAHHS IMYHOJIOTTYHHUM OHJIAlH-TECT — iIH(OopMaIlliiiHa cucreMa
B MEpEeXl IHTEpHET, fKa J03BOJSE IPOTHO3YBATH PHU3MK HAABHOCTI TEPBUHHOTO
IMyHOIE(DIITUTY B TUTSYOMY BiIll HA OCHOBI JJTAaHUX aHAMHE3Y, BBEJICHUX B iH(OOpMAIiiHy
cucTeMy KopucTyBaueM. Ilpu 1pOoMy IMYHOJIOTIYHUNA OHJIAHH-TECT MAa€ BHUCOKY
yyTauBICTh (87,1%), a TakoX aJanTOBaHUW JJIS PO3YMIHHS PI3SHUMHU KOPHUCTYBayaMH,

SKUMH MOXXYTb OYyTH SIK JIIKYIOUl JIiKapi, Tak 1 0aTbKU JUTHHU.
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IIpakTuyHe 3HAYeHHS oOJep:KaHUX pe3yabTaTiB. Pesynbratu poboTH
PO3IIMPIOIOTH Jiana30H 3HaHb MPAKTUKYIOUOro JiKaps 3 KiiHiyHoro mepediry ITI]I,
HAJAI0Th {HCTPYMEHT JUIs BUSBIEHHS migo3pu Ha ITIJ] y miteit. Moro 3acTocyBanHs 3
BUCOKHM CTYIIEHEM BIPOTITHOCTI J03BoJige mnporHozyBatu IIIJ[ Ha paHHIX eTamax
MaHi]ecTarii maToI0TiYHOTO TPOIIECY.

[HdopmariitHa cucTema MoCTIMHO JOCTYITHA Y MEPEKi IHTepHET (PEKUM JOCTYITY:
immunotest.pp.ua), a mpu 3anydeHHi iHPOpPMANMIMHUX KamIlaHid, B TOMY YHCIi B
COLIIaJIbHUX Mepexkax, OKa3ye BUCOKY 3al[IKABJICHICTh SIK MEUYHOI CIIIBHOTH, TaK 1 1a€
MOXJIMBICTh O3HaMOMJICHHS 3 mpoOieMatrukoro IIIJ[ Ounbm mmMpoKoMy KOy
KOPHUCTYBauyiB.

Ocobucruii BHeCOK 3100yBaua. 3100yBaueM OCOOMCTO BHU3HAYEHO HAMPIMOK
HayKOBOTO JOCJIIJI)KEHHS, CAMOCTIMHO C(hOpMYJIbOBAaHO METY Ta 3aBJaHHSI JOCIIIKECHHSI,
MPOBEJCHO KJIIHIYHI CIOCTEPEXKEHHS 3a Talli€eHTaMu. 3700yBadyeM MPOBEICHO
CTaTUCTUYHE OIpPAIIOBAHHS Ta CTPYKTYPHO-(PYHKIIOHATBHUN aHaATI3 OTPUMAHUX JTaHHUX,
y3arajJibHEHO PE3yJNbTaTH JOCHIKEHHs, CHOPMYIbOBaHI BHUCHOBKM Ta MpPaKTUYHI
peKoMeHaIli, MIArOTOBJICHO JO0 JAPYKY HAYKOBI TMpaili, BIPOBAIKEHO OTPUMaHI
pe3yabTaTH Ha TpakTuii. 3700yBauyeM CaMOCTIHHO pPoO3po0JIeHO Ta YAOCKOHAJICHO
IMYHOJIOTIYHUN OHJIAWH-TECT 3 BUKOPUCTAHHSIM OCOOJIMBOCTEN 1HPOPMALIIMHUX CUCTEM,
a caMe MOB MpOrpaMmyBaHHs, CEpBEpHUX 0a3 JNaHuX, Ta 3a0e3MeyeHHs AOCTYNy A0
1H(pOpMaIlIITHOI CUCTEMH B MEPEKI IHTEPHET.

Anpobaunia pe3yabratiB aucepramii. OCHOBHI pPe3ylbTaTH JOCIIHKCHB
OTIPUJIIOJTHEHO Ha MIXHAPOJHIA HayKoBo-mpakTHuHii KoHpepenmii «First J Project
Meeting in Armenia «Primary Immunodeficiency in Children» (€peBan, Bipmenis, 2018
piK), HAYKOBO-TIPaKTUYHIN KOH(EPEHIIiT 3 MibKHAPOIHOIO y4yacTio «[IutanHs iMmyHOIOT1i
B nemiarpii» (KuiB, 2018 pik), BceykpaiHChbKIi HAyKOBO-NIPAKTUYHIA KOH(pEpeHIIil
Mostiofux yueHux «IHTerpaiiis 3100yTKIB MOJIOJUX YUYEHUX-MEAUKIB Ta (apMaleBTIiB B

MDKHApPOJHUNA HAYKOBHU MpPOCTip: chorojeHHs Ta mepcrektuBm» (Kui, 2019 pik),
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MDKHApOHIA HayKOBO-IIpakTU4HIA KoHbepeHIii «37th Annual Meeting of the European
Society for Paediatric Infectious Diseases» (JIrobnsina, Cnosenist, 2019 pik), HaykoBoMy
CHUMITIO31yMi 3 MDKHapoaHOI ydacTio «IlepBuHHI IMyHOACHIIUTH — NUISX B JIOPOCIIE
KUTTs» B pamkax LlentpansHo-CxigHoeBpomneiicbkoi mporpamu J-Project (TepHomisb,
2019 pik).

Ilyoaikanii. 3a Marepianamu aucepralii omy0I1KOBaHO 3 HayKOBI Ipaill, 3 HUX 2
CTaTTi y paxoBUX BHJIAHHSX, PEKOMEHI0BaHMX MiHICTEPCTBOM OCBITH 1 HayKu YKpaiHu,
1 1 cTarTa B MOHOABTOPCTBI Y BUJIaHHI1, IO 1HJIeKCYeThesa y 6a31 SCOPUS.

CTpykrypa Ta obcar gucepramii. Po6oTy BHUKIaJeHO 3a 3arajJbHONPUMHSIITOO
dbopmoro Ha 154 cTOpiHKAX MAIIMHOMUCHOIO TEKCTY; BOHA CKJIAJAEThCS 3 aHOTAIlIH,
BCTYIY, OIJISIAY JIiTepaTypH, 4 po3aUTiB BIACHUX JTOCIHIKEHb, aHaJI3y Ta y3arajibHEHHS
pe3ynbTaTiB, BUCHOBKIB Ta MPAKTUYHUX PEKOMEH/AIlIN, CIUCKY BUKOPUCTAHUX JIKEPET.
bibmiorpadis cknanaersesa 3 111 mxepen (kupumunero — 5, natununero — 106). Pobora

MicTUTh 3 Tabmuill, 18 pUCyHKIB.
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PO3JII I
OIJISI/1 JITEPATYPU

1.1. CyuacHi ysiBJIeHHSI PO NPUYHHM PO3BUTKY NIEPBUHHMX iMyHoAedinuTiB y miTeit

[Teppunni imynoxediuutu (I1I[J) — me rpyma XBopoO, sKi 00yMOBIICHI
TeHETUYHUMH MYTAallisIMH, 110 MPOSIBISAIOTHCS MOPYIICHHAMU (PYHKIIM PI3HUX JaHOK
iMmyHHOi1 cuctemu. [11/] Hanexxats 10 opdaHHUX, TOOTO PIAKICHUX XBOPOO.

Cranu, gxi mi3Hime Oynu 1IEHTH(IKOBAaHI SIK MPOSIBU IMyHOAEIUTY, Oyiu
ornucadi 1me B 20-x pp. XX cr. Y 1922 p. llynsi onucaB JOPOCIUX NALIEHTIB 3 BaXKOIO
HEUTPOIIEHIEI0 Ta TaHTPEHO3HUMHU HalboTamMu TIJOTKU [16]. ¥V 1926 p. — ommucani
HEBPOJIOT14HI [TPOSIBM Pa30M 3 aTaKCIEIO Ta TeJeaHriekrasieto, a B 1941 p. B poborax Jlyi-
bap 11e 3axBoproBaHHsI omnrcaHe K Ho3oyoriuna oxuauil [17,18]. 1937 p. — Anbdpen
BicKOTT BUAUIUB y OKpEeMHUI CHHAPOM MATOJOT1F0 HOBOHAPOKEHUX XJIOMYUKIB 3 JIBOX
POJIMH, K1 MaJIi BPOJIPKEHY TPOMOOIIUTOIICHIIO 31 3SMEHIIIEHHSIM PO3MIpiB TPOMOOIIMTIB, a
TakoX MOBTOPHI cepenui otutu [19]. B 1954 p. amepuxancekuii neaiatp Podept Onapuy
BHBYAB IIIICTh MOKOJIHb TOJUTAHACHKOI CIM’1 Ta BIAMITHB KUJIbKa CMEPTEH YOJIOBIKIB Y
PaHHBOMY BIIIl BiJl CX0KOT'0 3aXBOPIOBAHHSI.

Ictopiss Bnacue IIIJ] po3nounHaeTbes 3 AedINUTIB aHTUTUIOYTBOPEHHS, KOJH
amepukaHncbkuil neaiatp OraeH bpyton y 1952 p. BiaKpHB 3aXBOPIOBAaHHSA 3 BIICYTHICTIO
ramma-Tio0ymiHoBoi ¢pakiii y mosnonoro xjomis [20]. ITli3Hime 1e 3aXxBOproBaHHS
oTpUMaJIo Ha3By aramarjoOyininemii bpyrona (Btk, X-3yenniena aramarno0Oyminemis).

[Ilopoky HayKoOBIli 3 yChOTO CBITY BHSBIISIIOTH BCE HOBI I HOBI HO30JIOTIYHI
omuanii IIIJ[. TakumM dYMHOM, KOXKHE OKpEME 3aXBOPIOBAaHHS, IO HAJICKUTH JI0
BPOJ/IPKEHUX 1IMYHOJE(ILNTIB, € 3a3BUYail BKpal piIKiCHUM cTaHoM. OfHaK, 3 1HIIOTO
O0oky, Hapa3i Bigomo mnpo 430 Takux 3axBoproBaHb [ 21 ]. g BUSBICHHS TaKUX

PI3HOMaHITHHUX 3aXBOPIOBaHb MOTPIOHA 0013HAHICTH MPO ICHYBAHHS IIi€1 MATOJIOT11, 00
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3a MOTpeOr BUYACHO HAMPABUTH MAIIEHTA IO TUTAYOTO JIKAPs-IMyHOJIOTa ISl MOANbIIOT
CEPOJIOTIYHOT, a 32 MOTPEeOU 1 TEHETUIHOI TIaTHOCTUKH.

Icayroui crocobu kmnacudikamii ITIJI 3acHoBaHi Ha po3moAUIl KIIHIYHUX abo
Ja00paTOPHUX MPOSBIB PI3HUX (HOPMHU IMYHHUX MOPYIICHb. TaKUM YMHOM PO3PI3HSIOTH
IMyHOAC(IIUTH 3 TOPYLUIEHHSM BHUPOOJICHHA AaHTUTLNA, KOMOIHOBaHI 1IMyHOAE(IIHUTH,
nedextu daronutosy, iMyHOASDIIUTH, MOB’SA3aH1 3 MEBHUMH IMYHHMMH KJIITHUHAMH,
nedeKT CUCTEMH KOMIUIEMEHTY, Ne()eKTH BPOKEHOTO IMYHITETY Ta 1HIIII.

Mixuapouuii coro3 imyHonoriyaux toBapucts (IUIS) 3 2013 poky (cninbHO 3
BOO3 — 3 2011 poky) po3po6ssie kiniHiuny kinacudikaiiro ITIJ1. HassHa xkmacudikarris
Bix 2019 poky BHIIISIE AECATh TPYI BPOKEHOI iMyHHOT maTosorii [21]:

I.  Komb6iHoBaH1 iIMyHOIE(DIIIUTH 3 YPAKEHHIMH KIITUHHOTO Ta TYMOPAJIBHOTO
IMYHITETY.

[l. KomOiHOBaHI IMyHOAE(pIUMTH 3 acOIIHOBaHUMHU a00 CHUHIPOMAJIbLHUMU
O3HaKaMH.

[1l.  ImyHOAE(IINTH 3 IepeBa’KaHHAM MMOPYILIEHb AHTUTIIIOYTBOPEHHS.

V. XBopoOu iMyHHOI TUCPETyIISIIIi.

V. Bpomxkeni nedexT Gparouurosy.

VI. Jlepexktu BpOAKEHOTO IMYHITETY.

VIIl. Ayrto3ananbHi 3aXBOPIOBAHHS.

VIII. ImyHoaediuuTy cucTeMu KOMILJIEMEHTA.

IX. HemocraTHIiCTh KICTKOBOTO MO3KY.

X. ®enoxomii ITI/].

OcTaHHs rpyna MiCTUTh CTaHHM, SIKI KJIIHIYHO TPOSBIISIIOTHCA SIK IMyHOJE(DILNUTH,
MaroTh TaKWil ke (PEHOTHI, OJTHAK TeHETUYHY MPUYHMHY 1X HE BUSABIICHO. Taka Mpu4nHa
MOXe OyTH BHUSBJIEHAa 3 PO3BUTKOM JOCHIIKEHb B Trajy3l JUTSAYOi IMYHOJIOTii, TOI1

HOBOBUSIBJIEHAa XBOpoOa Oyze mepeHeceHa 13 Tpynu (PeHOKOMi B OJIHY 13 YTOYHEHHUX
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BUIIICBKA3aHUX Tpyn. Po3risiHeMO OCHOBHI KJIIHIYHI TPOSIBU PI3HUX HO30JOTTUHHX

cuaapomis TTI/].

1.2. IMYHOAE®DIIUTU AHTUTIJVIOYTBOPEHHS

[TepBunH1 neiUTH aHTUTIIOYTBOPEHHS TPAIULIIOTHCS HaWyacTilie cepej
BUITAJIKIB BPOHKeHOI iMyHHOI maTtosorii [22,23]. bim3sko monoBuHM martieHTiB 3 1]
MaTh came JehIIUT aHTUTUIOYTBOpeHHs. Llel Tum imMyHOAe(hINUTIB TPOSBISETHCS
HECTauer0 BUPOOJICHHS aHTUTLI Y BIJIIIOB1Ib HA KOHTAKT 13 aHTUreHamu. Cepen aedinuTiB
AHTUTUIOYTBOPEHHSI € SIK BaplaHTU 13 BAXXYMMHU MPOSIBAMHU, HAIPHUKIAJ, MOBHOIO
BIJICYTHICTIO B-KIiTHH Ta BCIX IMYyHOTJIOOYNiHIB, Tak 1 BapiaHTH 13 YaCTKOBUMH
NOPYILIEHHSIMU BUPOOJIEHHSI OKPEMUX THITIB IMyHOTJI00YJIIHIB.

KpiM penuauBHUX BaXKUX 1H(EKIIH, MauieHTd 13 AepIUUTaMH MPOYKIIi
AHTUTLI, MOXKYTb OYTH CXWJIBHUMH 1 0 ayTOIMyHHHX YHM OHKOJOTTYHUX XBOpoO. [leski
CEJICKTUBHI JIe(PIIIUTH aHTUTIIIOYTBOPEHHSI MOKYTh BIIEpIIE POSBIATHUCS 1 B CTAPIIOMY,
HaBiTh Jopociomy Bimi. [Ipore came Baxkki OakTepianbHi 1H(DEKIII € BaXJIMBUM
KJIIHIYHAM MapKepOM IMYHHOI MATOJIOTIi IIMX MAIl€HTIB 13 MaHi(ecTali€l0 y paHHbOMY
JTUTSYOMY BILIL.

VY narieHTiB 3 BUSBICHUMU AeHIIIUTAMUA aHTUTIJIOYTBOPEHHS YacTO € CIMEHHMIA
aHaMHe3 13 MOJIOHUMHU CTaHaMU cepell OJM3bKUX POANYIB, MOXIJIMBI BUMAJIKH CMEPTI Yy
paHHBOMY BIIll B KIJTBKOX MOKOJIIHHSX BiJl IHMEKIIIHHUX 200 OHKOJIOTTYHHUX 3aXBOPIOBAHb.

[lepBunHi AedinUTA aAHTUTUIOYTBOPEHHS HaWYacTime MaHipecTyoTh 13
OakTepiabHUX 1H(EKIINA pecripaTOpHUX OpraHiB, OpraHiB TpaBHOTO TpakTy. [ToBTOpHI
MTHEBMOHII Y IUX MAIi€HTIB 9YacTO MPU3BOJATH 10 OPOHXOEKTa31B. MOKIUBUI PO3BUTOK
1HBa3UBHUX 1H(EKIIH, y TOMY YHCII MEHIHTITY, OCTEOMIENITY, CEICUCY, a TaKOX
CUHIpOMY MaibaOcopOIlii 3 i1H(]iKyBaHHSM KuIIKIBHUKA. [lamieHTH 3 Baxkow X-

3YEIJICHOI0 TIMOTraMarjoOyIiHEMIEI TOAATKOBO MOXXYTh MaTH TPOSIBU PEIUIUBHUX
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rpuOKOBUX 1H(MEKIH, YCKIAQTHEHHX EHTEePOBIPYCHUX CHIC(DATOMIENITIB, a TaKOX
PEaKTUBHUX KapAWTIB, apTPUTIB, TremaTUTiB. MoXHa YacTO BHUSBUTH THIHHUYKOBI
ypaKeHHS LIKIpH, abCIiecH, TOBTOPHI THiMHI KOH IOHKTHBITH.

IIpu 3arampHOMY BapiabenbHOMY iMyHOnedinuTi Ta rinep-lgM-cunapomi
MOJKJIMBA T1MepIiasis JiM(paTUIHUX BY3IIIB, CIUICHOMETalis. A y XBOpUX Ha X-34eIIeHy
aramMarJioOyJiHEMIIO PEECTPYEThCsl Timoruiasis abo IMOBHA BIICYTHICTh JiMOiTHOT
TKaHWHU, TOOTO HE MPOMNAIBIIOBYIOTHCS pErioHapHi iM(paTU4HI BY3JIH, BiACYTHI
MUTTAJTAKH.

X-3yeryieHa aramariioOyiiHeMis — 3axBOPIOBaHHS 3 TMPOSBAMH  IOBHOI
BifcyTHIicTIO aHTUTLN [24]. Hanpukiami XX cTomiTTs OyB BUSBICHUI TeHETUIHHUM T€PEKT
— MyTaris B reri Btk (Tupo3unkinaza bpyrona), 1mo BianoBigae 3a 61JIKH, HEOOX1THI IS
no3piBaHHs B-kiituH. Y nepudepudyHy KpoB MOTparuisie MEHIe OJHOTO BijcoTka B-
KIITUH. [Ipy 1IbOMY KJIITUHHUN IMYHITET IpHU XBopoOi1 bpyToHa He 3a3Hae 0CcoOIMBHX
ypaxeHb.

[  gedpiuutu IgG MarTh ayTOCOMHO-PELECHBHHUM THIT YCHAJIKyBaHHS,
TPAIUISIFOTBCS PIAIIe, HDK X-3UeJICHUH THI, 1 3a3BUYail TEXK MOB’sI3aHI 3 MYTallisIMU
TeHIB, BIMOBIJATBHUX 3a MEPETBOPEHHS Mpe-B-kiIiTHH B po-B-KiiTHHH, a OCTaHHIX — B
B-nimpouuntu. KniHiyHO Taki iIMyHOAE€(DIUTH HE BIAPI3HAIOTHCS, €IMHA PI3HULISI B TOMY,
10 ayTOCOMHO-PEIIECUBHI aramarjo0yIiHeMii MOKYTh IIPOSIBIISITUCS 1 B J1BYAT.

Maiixke 4yBepTh BUNAJKIB 3aXBOPIOBaHb 13 MOPYLWIEHHSM aHTUTLIOYTBOPEHHS
napajielbHO AacolllifOBaHI 3 HEUTPOMNEHI€l0, M0 TMOCWIIE BIUIMB Ha PO3BUTOK
OakTpianbHOI 1HQEKIIIi.

3aranpHuil BapiaOenpHui imyHogediuut (3BIJ]) — me rpyma pi3HOMaHITHUX
rimoraMarjio0ysIiHeMii 3 HOpMaIbHOI a00 3HIKEHOO KiTbKicTI0 B-nmiMpornutis [25,26].
[Tpu 3BIJ[ 3a3Buuaii 3HMXKeEH1 aulle ekl cnenuiuHl aHTuTiIa. Tun ycrnaakyBaHHS

oinpiocti BunaakiB 3BI/] ayTocOMHO-TOMIHAHTHUHN, MOYXKE MPOSBIISITUCS B 000X CTAaTEH.
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Hesiki Buau 3BIJ] MoxxyTh MaHi(peCcTyBaTH HE JIUIIE Y pAHHbOMY JAUTSIYOMY BIlli,
aJyie 1 y TOCUTh TOpociaoMy Birl, sk y 20, Tak 1 B 40-50 pokiB, 10 HEXapaKTEPHO SIK IS
1HITUX JAeIIUTIB aHTUTUIOYTBOPEHHS, TakK 1 Maixke Bcix 1Hmmx [TI/].

[Ile oaHMM mNOMMUPEHUM Je(DILUTOM AHTUTIIOYTBOPEHHS € CHHIPOM
rinepimyHornoOyninemii M (trinep-lgM-curnpom), mo moB’s3anuil 13 aedinurom abo
CD40L, a6o nediunurom CD40 [27]. MyTamis, uo npu3BoAsaTh A0 ypaxkenas CD40, €
ayTOCOMHO-IOMIHAHTHUM BapiaHToM rinep-lgM-cunapomy, moxxke OyTH B 000X cTaTeil.
[Ipore X-3uerieHuil BapiaHTt, 1o noB’s3anuid 13 CD40L, € OUTbII MOUIMPEHUM Y
HOIYJISALIT 1 TparusieTbes y XaomuukiB. [lopymenns nukiy B3aemoaii monekyin CD40L ta
CD40 nmpu3BOauTh J10 TOTO, IO B MalliEHTa HE B1A0YBA€ThCA NEPEKITIOYEHHS IIA3MOLIUTIB
Ha cuHTe3 3 IgM nHa IgG. Tomy, xoua 3axBoproBaHHS 1 Ha3uBaeTbcs rinep-IgM-
CUHAPOMOM, KJIIHIYHI POSBU BUHUKAIOTh Y€pe3 HeAoCTaTHICTh [gG.

MoMBi iMyHHI IOpYIIIEHH] 13 ceekTuBHUM aedinuToMm cyokacis IgG [28,29].
3a BUpOOJEHHS OKpEeMHUX YOTUPHOX cyOkjaciB IgG y JOAuHU BIANOBiJIa€ TEH Yy
po3tamryBanHi 14q32 B 14-i1 xpomocomi. MyTaiisix y perionax, BiAlOBITHUX 3a JAHIIOTU
Cyl, Cy2, Cy3, Cy4 Bianosigno nposiBistotbes aedinuramu [gGl, 1gG2, 1gG3, 1gG4.
[Tpu cenextuBHOMy Aedinuti IgG2 € BUCOKI PUBUKH IIOJI0 3aXBOPIOBAHb, CIIPUYNHEHUX
OaKTepisiMU 3 MOJIicaxapuIHOI 000JIOHKOIO.

BignocHo Oe3neyHMMH Il AUTHHHM Y KJITHIYHOMY paKypci MOXKYTh OyTH Taki
ne(dIUTH aHTUTUIOYTBOPEHHS, SK TPAH3UTOpPHA TiMOraMarioOyJiHeMis, a TaKOX
cenektuBHui fedinut IgA. Tpansutopna rinoramarioOyninemis [30] mposiBiseThCS
3aTPUMKOI0 BHUpOOJICHHS CBOIX I1MYHOIJIOOYINIHIB y JAWTUHU TMichs KaTaOoi3my
MaTEpUHCHKUX 1IMYHOIJIOOYJiHIB. J[iarHo3 TpaH3UTOPHOI rimoraMarioOyJjiHeMii Moxe
BCTAHOBJIIOBATHCS y Billl MoHaja 6 MmicsaliB npu 3MmeHiieHHi IgG Ha JBa cTaHTapTHI
BIJIXWJICHHS B1JI HOPMHU 32 BIKOM, ITPU [bOMY OBUHH1 OyTH BUKJIFOYEH] yCl 1HILI TEPBUHHI

neiuTH  aHTUTUIOYTBOpPEHHsA. B oaHMX mailieHTiB cnenudiyHa CUMITOMATHKA
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TPAaH3UTOPHOI TimoramariiooysiHemii Moxke OyTH BIJICYTHBOIO, a B 1HIIUX — MOXYTh
MPOSIBIISITUCS peUUANBHI OakTepianbHi 1HPEKIT MiCas MBPIYHOTO BIKY.

CenextuHu# AedinuT IgA — 116 HAUMOMMPEHIIIUNA MEPBUHHUN IMYHOIeDIITUT 13
gacToTol0 oauH Bunagok Ha 400-700 nacemenns [31]. IlamieHTH 13 CEIEKTUBHUM
nedimuroM [gA MOXKYTh MaTH BUIILY CXHJIBHICT JI0 PEIIUINBIB MOMUPEHUX 1H(EKITIH, 10
aJIepriyHUX MPOIIECIB, JO ayTOIMyHHHX Ta OHKOJIOT1YHUX MpolieciB. [Ipore OiabIIicTh
BUMAKIB 6€3cMMITOMHA, yepes 1o [gA-aeinuT Ha3uBaroTh Takox MiHopHUM [11/].

KiiniuHi 0coOIMBOCTI B paHHBOMY Billl MpH AeilUTaX AHTUTIIOYTBOPECHHS
noaiOHa: 11e MopYIIeHHs KUTbKOCTI a00 QyHKIi B-kmitun, antutin kiacis IgG, IgM, IgA
Ta PO3BUTOK CYIMYTHIX MposiBIB. OCHOBHI KJIIHIYHI HPOSBH 1H(QEKIIIHOTO CHHIPOMY
noB’si3aHl  mepuioueproBo 3 nedimuramu antutin IgG. YV Bl OJM3bKO MIBPOKY
MaTepUHChKI aHTuTIa IgG B oprani3Mi AUTUHU po3naaatoThes. ToMy B aHaMHE31 TUTUHU
3 Takumu [1IJ] y Bill A0 OAHOrO POKY MOYMHAIOTH MEPEBaKaTU OakTepianbHi 1HPEKII].
Haifgacrimm 1ie mHeBMOHI1, pelUIMBHI THIMHI OTUTH Ta CTOMATUTH, TAKOK MOKYTh PaHO

NPOSIBIIATUCS 1HBA3MBHI Jiapei, MeHiHTIT, cencuc [32].
1.3. IEOEKTHU ®ATI'OLHUTO3Y

Jlo nepBUHHUX IMyHOIE(DIIUTIB 13 MOPYIIEHHAM JJAHOK (DaroIMTO3y BiIHOCATHCS
3aXBOPIOBAHHS, $IKI MPOSIBISAIOTHCS a00 3HMXKEHHSIM KUIBKOCTI HEUTpoduiiB, abo
3HIDKEHHSIM QYHKITIT HeUTpoditiB, a00 mopyIeHHsIM 000X 11X (HaKTopiB.
1.3.1. HesiTponenii

Helitponenisi BUHUKae npu AePeKTax MpoIEeCciB YTBOPEHHS B KICTKOBOMY MO3KY

NAJIUYKOSIIEPHUX, CETMEHTOSACpPHUX HEUTpodumB uM iX mnonepeaHukiB. Taki

HEUTPOIICHIi, BUKJIMKAHI BPO/DKEHUMHU JAe(PeKTaMu J03pIBAHHS MIENOITHUX KIITHH

30



KICTKOBOrO ~MO3KY, HAa3MBAalOThCA IEPBUHHUMM HeifTpomeniamu. Ix morpi6HO
TudepeHiiloBaTH 13 BTOPUHHUMHU HEHUTPONCHISIMH, BUKIMKAaHUMHU 30BHIIIHIMH
npuuuHamu [33]. CTyneHi THKKOCTI HEHTPOIeHiH 3a aOCOIIOTHUMHE ITOKAa3HUKAMHM: JeTKa
Herirponieniss (1.5-1.0 I'ira/m), cepennboBakka HeuTporenis (1.0-0.5 T'ira/m), Bakka
HeiTponenis (Menmie 0.5 ['ira/m).

Tsxka BpokeHa HerTpomneHis (cunapom KoctmaHa) BUSIBIISE€ThCS Y TOMYJIAIIT 3
yactoToro 1-2 Bumaaku Ha 10 wminbiioHiB. Cunapom KocTMana mposBIIsSETBCS BXKE 3
MEPIIUX MICAIIB JKATTS: omdaniT, JiMdaaeHiT, CTOMATUT, ¢JerMoHa, ITHEBMOHIS,
MEHIHTIT, MEPUTOHIT, CENCUC, a B MOAAIBIIOMY aOciiecH, XpoHiuHa miapes [ 34 ].
[lonoBuHa niTeld Mae CUMOTOMATHKY BXKE Yy MEp10J HOBOHAPOJKEHOCTI, 1 Malke BCl —
BXKE 710 6-MicsiUHOTO BiKY. Y 20-50% XBOpPHUX CHOCTEPITAETHCS TAKOXK CIICHOMETamis. Y
YACTHUHMU MAII€HTIB TAKOX OMHUCAHI EMUJICTICIs Ta 3aTPUMKA IICUXOMOTOPHOTO PO3BUTKY.

[{uki1iuHa HEUTPOIIEHIsT — MEPBUHHUM IMYHOAE(DILUT 13 [UKITYHUM 3HUKEHHAM
piBHs HerTpodimiB [35]. Takuit nuka ckinanae 6au3bko 21 aus (Big 14 go 36 aHIB), pH
upoMy npoTsaroM 3-10 nHIB criocTepiraeTbesi Baxkka HelTporneHis meHuie 200 KITHH y
MIKpOTITpl TepudepudHoi KpoBi. BcTaHOBIEHHS MiarHO3y IUKIIYHOI HEWTPOTIEHIl
BUMArae OI[IHKH PIBHS TPaHYJIOIMTIB y 3arajJbHOMY aHai31 KpOBi JBa pa3u Ha THKJICHb
npoTsrom 1,5-2 micsiiB.

MamidecTartist mposiBiB IIUKIIYHOT HEHUTpomeHii Bi0yBaeTbest 10 10-piuHOro BiKYy.
XapakTepHa penuArBHA IUKIIYHA JIUXOMAaHKa 13 BUPAa3KyBaHHSIM CIU30BUX O00OJIOHOK
pPOTOBOI TMOPOKHUHMU (SICEH, POTOTJIOTKH), CYNyTHBHOIO JiMpanenonatiero. Yepes
pEIUANBHI T1HTIBITH MOKJIMBA paHHs BTpaTa MOCTIHHUX 3y01B, MepuarikaibHi adcIecH,
IHKOJIM PO3BUBAIOTHCSA BaXKKl OakTepiasibHi 1H(eKIii. B mepiogn 3HUKEHHS piBHS
HEUTPOOUTIB y MallI€HTIB MOXE MOTIPIIYBATUCS 3arajJbHe CaMOMOYYTTS. 3a3BUYal
LUKIIIYHA HEWUTPOIEHisl Mae JOOPOSIKICHUW mepedir, MposiBU MOXKYTh 3 BIKOM MaTH
JISTIIMMU, OJIHAK KOXHUU gecatuil mamieHT 13 nuMm [1IJ] momupae Big THEBMOHII,

MEPUTOHITY, (PJIETMOHU YK TAaHTPEHHU.
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Cunnpom IlIBaxmana-/laliMoH/Ia — 3aXBOPIOBaHHS 3 MPOSBAMH HEIOCTATHOCTI
eK30KpUHHOI (PYHKINI MIANUIYHKOBOI 3all03U, MeTa(izapHOI0 XOHAPOIUCTPOdI€l0 Ta
nannuToneHiero [36]. HemocratHicTh GyHKINT MiAIMUIYHKOBOI 3aJI03M BUKJIIHMKAE Ba)Ki
XapyoBl MOPYIIEHHS, CHHAPOM MallbabCOpOIlli, CrocTepiraeThes 3aTpuMka (Hi3UYHOTO
po3ButKy. Ilpu cunmpomi llIBaxmana-/laiiMoHIa omHMcaHi aHOMallbHI BaJu CKeJETa:
MeTadizapHa IUCILIa3is, KapJIMKOBICTh, OCTCOIICHIS.

Heiitponienist y marienriB i3 cuapomom llIBaxmana-JlaitMonna acorriiioBana 3
tpomOonuToneHiero (Menme 150 I'ira/im) Ta aHemiero, a iHKoau Takoxk 3 CD34 ta NK-
KiitTuHaMmu, T- 1 B-nmiMdonuTamu, 3HHKEHHIM CHPOBATKOBUX raMaryio0yiiHiB. L1 3minu
IPOSIBISIIOTECA  PELUAMBHUMHU 1H(EKIISIMUA: MHEBMOHII, THIHHI OTHUTH Ta CUHYCHUTH,
CETICUC, OCTCOMIEIIITH Ta 1HII BaXK1 1HPEKIIIT. Y KOXKHOMY JIECATOMY BUIAJIKy CUHAPOMY
[[IBaxmana-/lalimon1a Ha (HDOHI MAHIIUTOIICHIT OMUCAHI M1€JIOIUCIUIACTUYHUN CUHIPOM 1

TOCTPUI MI€JOITHUAN JEIKO3.

1.3.2. llopymienHs aaresii JeiiKOUMTIB

st Toro, mo0 HEUTpodiaM MOTJIM BUKOHYBAaTH CBOi (DYHKIIT mpH 3ycTpiul 3
MATOT€HHOIO KJIITHHOK MIKPOOPraHi3My, HeUTpodinaMm MOoTpiOHO MAaTH 3MOTY JI0 PYXIB,
MPUKPITUICHHS Ta B3a€EMOJIIT 3 KIITHHAMU CYIUHHOI CTIHKHU, IHIIUX OpPraHiB, a TaKOXK 3
IHITMMU IMyHHUMU KJIITHHAMHU 1 3 BIacHe OakTepismu. Haitoiibiny posb y IUxX mpoiiecax
BIJIIFPAIOTh CEJICKTUHU Ta IHTETPUHU — aIFC3UBHI MOJICKYJIH.

3a5ie’)KHO BiJI TEHETUYHOI MPUYMHH PO3PIZHSAIOTH OKpeMi HO30j0rii aedinuTiB
aaresii nerikonutie (LAD): LAD-1, LAD-2, LAD-3, LAD-Rac2.

Baxki BapiaHTH MaHIQECTyIOTh OakTepialbHUMHU I1H(EKIIAMH y HaUOUTBII
paHHbOMY Billl (3aTpUMKa BIANAAIHHS MYMOBUHHOTO 3aJMILKY 10 3-4-THKHEBOTO BIKY,
omdarnit), 30uUIbIIeHHS JeHkouuTiB 10 15 T'ira/m HaBiTh 0€3 aKTHUBHUX 1H(QEKIIIH,

MOMAJBII TIHTIBITH, BTpaTa 3yOiB, THiWHI 1H(EKIIi Opra”iB JuXaHHS, IUTYHKOBO-
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KHUIITKOBOTO TPaKTy Ta IIKipu. [HQEKIii BHKIUKAIOTh HEKPO3H, XapaKTEPHUMH €
BUpa3KyBaHHs, ajié THOIO MPHU LIbOMY HEMAae€, MOTaHe 3aro€HHs paH, PyOIfOBaHHS Y
BUTJISAII TIEPraMeHTHOro manepy. Baxkuil 1HQEKmidHUNE CHHIPOM 13 PElUIUBHUMU
ITHEBMOHISIMH, MEHIHTITaMHU, CEIICUCOM HEPIJKO BUKJIMKAE CMEPTI Y JITEH 10 S-pidHOrO
BiKy. CepeaHbOBaXKKI BapiaHTH MaHI()ecTyIOTh 1H(GEKUIHHUM CHHIPOMOM Mi3HIIIEe Ta
JIeTIe, TPUBANICTh KHUTTS JoBIIAa. KpiM XapakTepHHUX 30J0THCTOTO cTadilokoKa Ta

rpaMHEraTUBHHX Oanui y mamieHntiB 3 LAD Hepiako nposiBisitoThCs 1 rpuOKOBI iH(DEKIII1.

1.3.3. XpoHiyHa rpany/1b0MaT0O3Ha XBOpo0a

XpoHiuHa rpanyiboMaTo3Ha xBopoba (XI'X) — BpomkeHuii iMyHOAeDIUT, 110
BUHHMKA€ BHACNIJIOK MOPYIICHHS HIKOTHMHaMIIaJaeHIHAuHykineotuadocdar-H-okcuaazu
(HA®-H-okcumasu) 1 CynpOBOMKYETHCS CXWIBHICTIO JIO YTBOPEHHS TIPaHYJIbOM
[37,38]. I'enetruni aedexTu, mo mpu3BoAiATh 10 XI'X, omucaHi y YOTHPHOX PI3HUX
reHax: CYBB — Outbln nomupenuii X-34enieHuii BapiaHT, a TAKOXK TP COMATHYHI T€HU
CYBA, NCF1 1 NCF2. Koxn#uii 13 1IuX T'€HIB €KCIIpecy€e CBOI OUIKH, 10 € YOTHpMa
LIUTO30JbHUMH KOMIIOHEHTAaMH TPOLECYy TaK 3BaHOIO KHCHEBOrO BHOYyXy, IO
3almycKaeTbesl akTUBHOKO (opmoro enzumy HAJID-H-okcupasu. Ilpu mnopymeHH1
€H3MMIB, BIIMOBIIHUX 32 YTBOPEHHS aKTUBHUX ()OPM KHCHIO, CTPAXK A€ JTi3UCHA QYHKITIS
HedTpodimB. HartoMmicTh (QYHKIIOHANBHO HE3JAaTHI  HEUTPOQIIM  YTBOPIOIOTH
I'PaHyJIbOMHU.

Jlnst XI'X xapakTepHi peruanBy BaKKUX OaKTepiaIbHUX 1 TPUOKOBUX 1H(EKIIIM.
OcHoBHI 30yIHUKHM — KaTana3omo3uTuBHI: Staphylococcus aureus, Serratia marcescens,
Pseudomonas sepacia, Takox 6aktepii poay Nocardia, rpubku Aspergillus.

Mamnidecrariss X-3uereHoro Bapianty XI'X BigOyBaeTbcsi Ha MEpPUIOMY POLIi
#uTTA. [Hm1 Bapiantd XI'X MOXYTh HpPOSBIATHCS Yy PI3HOMY Billl, SIK Y PAaHHbOMY

JTUTSYOMY, TaK 1 HaBiTH B gopociomy Bimi. s mamientiB 13 XI'X xapakTepHe Mi3HE
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BCTAHOBJICHHSI IMYHOJIOTTYHOI'O JIarHO3y, OCKIJIbKM BaXXKICTh CHUMIITOMATUKH MOXE
MOCTYIOBO HApOCTAaTH B Yaci.

XapakTepHi  paHHI  ITHEBMOHIi, THIMHHYKOBI  3aXBOPIOBAHHS  IIKIpH,
mimpanenonatii. 3 4yacoM  MOXYThb  pO3BUBAaTHCS  (PIErMOHHM, OCYMKOBaHi
OpOHXOITHEBMOHI{, eMITieMa TIJIEBPH, acOIecH TepUuaHabHO1 JUISTHKA, a0CIIeCH TTeUiHKH,
octeomiemiTu. PenmmuBHi mHeBMOHII mnpu XI'X wacTime MawTh CTadiIoOKOKOBY
€TI0JIOT1IO, 110 3a3BUYail HEXapaKTEepPHO IS IHITUX THEBMOHIM. MOX1Ba acepriibo3Ha
MMHEBMOHIs, (aTanbHUMHU I manieHTiB 3 XI'X € yCKIaJHEHHS aclepruibo3iB 13
ypaKeHHSIM TpUOKOBOIO 1H(DEKITIEI0 XpeOTa, TOJOBHOTO MO3KY.

[licnsonepaiiitHi paHu, BpPaxOBYIOUM TNOTEHIIIHY HEOOXIAHICTh YacTUX
XIpypriuHux BTpy4aHb y namieHTiB 3 XI'X, 3a3BU4ail 3aror00ThCS JOBrO 1 MOTaHO — 32
JOTIOMOT'0F0 BTOPMHHOTO HATATY 3 TPaHyJISLISIMU Ta YTBOPEHHIM PYOIIiB.

V¥ xkiHOK-HOCIIB X-34eruieHoro BapianTy XI'X OyBae 3 MO3aiuHHM XapaKTEpPOM.

[Tpu mozaiynomy XI'X nposiBu MOXKYTh OyTH MaJOCHUMIITOMHUMU.

1.3.4. IlopyuieHHsI XeMOTaKCHCY HeMTPOQijiB

Hebiuutr nomimepuszanii [-aktuHy Ta JAeIUUT cOeUUPIYHUX TpaHyld —
IMyHOIE(PIITUTH 13 MOPYIIEHHAM XEMOTAKCUCY HEUTPOPLIIB, 110 KITHIYHO MPOSBISIOTHCS
MOTaHUM 3arO€HHSM paH, TOBTOPHUMHU ITHEBMOHISIMH, OAKTEpiaJIbHUMHU Ta TPUOKOBUMHU
iHpexisMu 6e3 yTBopeHHs THoto, oaiono 1o LAD [39,40]. [lpu nedinuti B-aktuHy
iH(DeKIli TaKoe  acoIiIOIThCS 13  3aTPUMKOKO  TICHXOMOTOPHOTO  PO3BUTKY,
KEpaTOKOH IOHKTUBITaMU Ta () OTOYYTIUBICTIO.

Cunnpom Ilamiiiona-JledeBpa Ta nmoKami30BaHWN IOBEHUTHHHUM TMEPIOJOHTUT —
IMyHOZIE(DILUTH, TPU SKUX TMOPYIIEHHS XEMOTAKCUYHOI (QYyHKIII HEHTpodiIiB

MPOSIBIISIETHCSL BUMAIIHHSIM 3Yy0iB BHACIIAOK arpeCHMBHOTO TIHTIBITY 1 MEpPIOAOHTUTY
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[41,42]. Tlpu cunapomi Ilamition-JledeBpa Takok ypakaeThcs IKipa (TimepKepartos

JIKTIB 1 KOJIIH, IOJIOHB 1 HiJOIIIOB).

1.3.5. Ilopymienns ¢pynkuii Makpodaris

Makpodaru BiIIrparTh IyKe BaXJIHBY POJIb B IMyHHOMY 3aXHUCT1 MMPOTH PI3HUX
30ynHUKIB. OMipHICTH 10 MiKOOaKTepii — e oHa 13 GyHKIIIH Makpodaris.

CmankoBa CXWJIBHICTH JO MIKOOAKTepialbHUX 1HGEKIINH — IMyHOAE(IIUTH,
BUKJIMKaHWH ediiuToM Xy aktusarii [IFN-y/1L-12 [43]. [Tpu wiii rpyri 3aXBOprOBaHb
NAll€EHTH CXWIbHI /0 TyOEepKYyJIbO3HUX 1 HETyOepKYJIbO3HUX MIKOOAKTEepIaJIbHUX
iHpexii. Kniniyao e quceMinoBaHi 1HOEKINT 3 TUXOMAHKOIO 1 KaXEKCIEK, PO3BUTKOM
ITHEBMOHIW, JIMQaAeHITIB Ta aimMdageHonariii, ypaXeHHSIMH IIKIPH, YTBOPEHHSIM
HOPUIb, TENATOCIUICHOMETAII€10, TAKOXK OYBalOTh OCTeOMI€NITH. PO3BUTOK 1H(DEKITIMHIX
POSIBIB MOXJIMBHH 1 miciist BBeaeHHsT BIIK.

CanpMoOHeNb03HA 1H(EKIS TaKOXK € BHYTPIIIHbOKIITHHHUM MIKPOOPTraHi3MOM,
mpoTHu sKoi Makpodarosi HeoOxinHa aktuBarlisi [IFN-y. Tomy B marfieHTIB 13 CIaaKOBOIO
CXWJIBHICTIO JO MIKOOAKTepiaibHUX 1H(EKIM YacTo MPOSBISIIOTECS PELUIMBHI
CaJIbMOHENIbO3M, YACTHMHA IMAILIEHTIB Ma€ MEPCUCTYIOYMI BaplaHT CalbMOHEIbO3HOI
iHpexii. [Tpu mopymenni IFN-yR1 Takoxk onucani BaxKi BUNIAAKU BIpPYCHUX 1H(DEKITIH,

BUKJIMKAHUX T€PIECBIPYyCaMHU, MMAPArPUIIOM, PECTIPATOPHO-CUHLIUTIAIBHUM BipyCOM.
1.4. KOMBIHOBAHI IMYHOJAE®IIUTHU
Kom6inoBani imyHomedinutu € rpynoto pizHomanitHux [IIJ], cnpuumnenux

nopymeHHssMu GyHkuii T-kaiTuHHUX 1 B-kimituHHUX diMdonuTiB. [Ipu npomy MOXYTh

OyTH MO€AHAHHS TaKUX JUCHYHKIIN 13 3HUKEHHSM PIBHS aHTUTLI, HEUTPOLIiB Ta 1HIII
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naroJjorii. 'eHeTH4H1 MyTalii, 10 CHPUYHHAIOTE KOMOIHOBaHI iIMyHOACHIIMTH MalOTh
TeTepOreHHY MPUPOY.

Tsoxkki komOiHoBaHi iMyHOAedinuTH (TKIJI) mposBiastoTbCS BKpail BaKKHUM
nedimurom sk T-mimdoruTis, Tak 1 B-nmimdoruTis, a inkonu 1 NK-kinitun [44,45,46]. [1pu
cBoiil renetuuHii rereporeHHOcTi TKIJ mMaroTh cxoxi (heHOTHIIOBI MPOSIBU. 3a3BUYA
paHHs KIIHIKA TPOSIBISETHCS B MAIIEHTIB YK€ 0 3-MICSYHOrO BIKY: BaXKKi Jiapei 3
CHUHJIPOMOM MalibaOcopOiii, iH(eKIii mKipu, pecrnipaTopHi iH(EKIli, OTUTH, TeNaTUTH,
CEeNTUYHMI cTaH. 3a3BUuail BxKe 70 BiKy 6 micsuiB ctan maited 13 TKI/] Bkpail Bakkuii,
BUHUKAIOTh PEUMJIMUBH 1H(EKIIHHOTO TMpOIEeCy 13 XpOHi3alli€lo, NpoIec YacTo
YCKJIAAHIOETHCS TEHEPATII30BAaHUM NEPeO0IroM, paHo POpMYIOThCS OPOHXOEKTa3H.

[Tpu TKIJI nitu yyTauBi 10 IPaKTUYHO yCiX 30YTHUKIB HE JIHIIe OaKTepiaabHOI 1
rpuOKOBOIi, ajie il BIpyCHOI Ta MPOTO30MHOI MPUPOIH.

[Ipouec indekuiitnoro 3ananenss npu TKI/ Moxe po3BUBATHCS HETHIIOBO — 13
c1a00BUpaKEHUMHU TMOKa3HUKAMHU TocTpoi (a3u, crabkuM (POpMyBaHHSIM MiCIIEBOTO
3aMajieHHd, a MOTIM PO3BUTKOM reHepanizanii npouecy. Jitu 3 TKI/] 3a3Buuaii MaroTh
BIJICTAaBaHHS y PO3BUTKY, OCKUIBKH iX OpPTraHi3M IMOCTIHHO BUTPAYaE PECYpCH Ha OOPOTHOY
3 MIKpOOpraHisMaMu. XpoHIYHa Jiapes 3 CYIyTHHOI0 MaTbabCOPOIIIEI0 TAaKOXK HE CIIPHUSIE
aJIeKBATHOMY (p13MYHOMY PO3BHUTKY.

[Tpu TKIJl xapaktepHa XpoHIYHA PUHOpPEsS 13 THIHHO-CIM30BUMH BUIIICHHSIMHU.
[Ipu ornsiii 30BHIMIHBOTO ByXa MOXKHa 3apikcyBaTu pyOii 6apaObaHHOI MEPETUHKU Yepes
MOBTOPHI BUTIQJKU XPOHIYHOTO CEPEAHBOTO OTUTY 3 OTOPEEI0. XapaKTePHUM KITIHIYHUM
MapKepOM JIJisi BAKKOTO mepediry KOMOIHOBAaHOTO IMyHOAC(IITUTY € opodapruHTeanbHUI
KaHAU103 — Ol HallapyBaHHS Ha CJIM30BIA POTOIJIOTKH, 110 BAXXKO MIIAAI0THCS HABITh
MEXaHIYHOMY BHUJQJICHHIO. BHacmiok 3Mimanoi OakTepialibHOI Ta TPUOKOBOI (uiopu
CJIM30Ba POTOIVIOTKH MOYKE 3 4acOM HaOyTH BUTJISAAY OpyKiBKU. Takok CTpakaae IIKipa
— rpubku Candida npu3BOJATH 1O METIOMIKOBOTO JEPMATHUTY 13 XPOHIYHUM MOKHYTTSIM Yy

MMaxBUHHINA 00J1aCTI.
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Kpim Bkpaii paHHBOrO 1H(EKIIHHOTO CHHAPOMY, KIIHIYHUMHU MapKepaMH IJis
TKIJ 3a3Buuaii € cmepTi ONM3BKUX POAUYIB TAIll€EHTa Yy paHHBOMY  Billi,
OJIM3bKOCTIOP1THEH] IIUTFOOU B CIM 1.

MoxuBi 10AaTKOBI MposiBU g okpemux Hozojoriit TKIJ. Hanmpuknan, npu
cuaapomi OmenHa [ 47 ] € mopyuieHHs artureHposmizHaBanbHUX penentopiB TCR,
posramoBanux Ha T-miMmdorurax. Ile nmpu3BoauTh 10 peakTuBHOCTI T-aiMpouuTiB 3
XapakTepHOO I cuHApoMy OMeHHa KIIHIYHOI KapTHHOK: eKc(oriaTHBHA
eputpojaepMiss ab0 aTOMIYHUN JIepMATUT, Tinepuiasiero JTiM(POinHOT TKaHUHH,
renaToCIJICHOMETANIEI0, TAKOXK CIIOCTEPITAETHCS MIABUIIICHE YUCIIO €03MHO(LIIB KPOBI.

VY xBopux 3 mytamisimu TeHiB RAG1/RAG2 [48] ta Artemis [49] migBumeHa
YYTJIUBICTH JI0 10HI3yIOUOTO BUIIPOMIHIOBaHHS. J[Ji1 4YaCTUHU TAIIEHTIB 3 ACPIIIUTOM
aneHo3uHae3aMinasu (ADA) xapakTepHi aHOMaii PO3BUTKY KICTKOBOI CUCTEMH, & CaAMe
YamonoAiOH1 BUTMHM MiX peOpamu. [lediuutr nypunnykieoszuadochopunasu (PNP)
MPOSIBIISIETHCST TIATOJIOTIEI0 IEHTPaNIbHOI HepBOBOi cucteMu. [Ipu nedinuti CD3 1 MHC
II kmacy po3BUBAIOTHCS AyTOIMYHH1 HEUTPOIIEHIT Ta TEMOJITHYHA aHEMIS.

TKII mo>ke BBa>kaTHCs IMOBIPHUM y TUTHUHH BIKOM JI0 IBOX POKIB 32 HACTYITHUMH
Kputepisimu €Bpornericbkoi criaku imyHoaediurtis (ESID) [50]:

1) npWwXUBIEHHA TPAHCIUIAUEHTAPHUX MaTepUHChKUX T-miMdouuTiB y
MUPKYJISITOPHOMY PYCIIi TUTUHU;

2) CD3+ xmituau g0 20%, aimdonenis 3000 KIITUH y MIKpOJiTpi a00 MEHIIIE,
npoJidepaTuBHA BIAMOB1 b Ha MiTOTeHH 10 10% MOPIBHSHO 3 KOHTPOJIEM.

3a mumu ok kpurepismu TKIJ BBakaeTbcs BIPOTITHUM, SKIIO pa3oM 13
BUIIIEBKa3aHUMU O3HaKaMu 3a(iKCOBaHa OJiHa a00 JCKIJIbKA 13 HACTYIMHUX 3MiH: MyTaIlis
3arajpbHOTO Y-JaHIIora IUTOKIHOBHX perentopis, myTailis JAK3, myraris RAG1/RAG2,
mytariss [L-7Ra, mytaiii B 000ox koaytouux ADA anensix abo aktuBHicTh ADA B

eputporuTax 10 2% MOpPiBHSAHO 3 KOHTPOJIEM.
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Busnayenns renermunoro BapianTy TKIJ[ mo3Bonse 3ammanyBaTH 3axonu i3
panukanbHoi Tepamii, a came npoBectd TI'CK i3 MOBHOIO PEKOHCTUTYIIE€IO IMYyHHOI

CHUCTCMHU NUTHUHH.

1.5. XBOPOBU IMYHHOI JUCPET YJISILII

1.5.1. ImyHopediunTH 3 rinonirMeHTaniero

ImyHonedinutn 3 rinomirmentamiero — 1e IIIJI 3 wmyTtamisMu reHiB, IO
peryinoTh GOpMyBaHHs, IEPEHECEHHS Ta BUBLILHEHHS CEKPETOPHUX J130COM. J{0 Takux
BPO/DKEHUX IMYHOAEDINUTIB BiAHOCATh cuHApoM ['picuem Il Ttumy, cunapom
['epmancekoro-Ilynnaka Il tuny, nedgiuut p14 ta cunapom Yeniaka-I'irami.

CekpeTopHi JI130COMHU — KIIITUHHI OpraHeNy, 3a/lIgHl B IPOLecax TPAHCIOPTY Ta
€K30IIMTO3Y BHYTPIMIHbOKIITUHHUX OUIKIB. CeKpeTopHi Ji30COMU (DYHKIIIOHYIOTh B
rpa”yjonuTax, Mactonurax, T-mimdountax, NK-kiniTuHax, TpomOonTax, HEUTPOHAX,
MenaHonuTax. ¥ (PyHKI[IOHYBaHHI CEKPETOPHHX JI130COM OepyTh y4acTh YUMajo OLIKiB,
nedeKTH SKUX CIPUYUHSIOTH Pi3HI KIIIHIYHI MOPYIIEHHS 13 MPOsIBAMU IFe€MaTOJIOT14HOI,
IMYHOJIOT14HO1, HEBPOJIOT1YHO1, IEPMATOJIOT1YHOI ATOJIOTI].

Cunnpowm I'picueni Il Tuny Bunukae mpu mytarisix y redi RAB27A, BHaciigok
YOro MOPYIIYEThCS Ji3HC KIITHH-MitneHel [51].

Mamnidecrariss cuaapomy ['picuemni Il Tumy BigOyBaeTbes 3 mepuIuX MICAIIB
KUTTS TUTUHU. Y HOBOHAPOKEHUX MOXKYTh OyTH HecnenudiuHi rernaTocruieHOMerais
Ta meTexii, ajie cnenu@iuHuM KIIIHIYHUM MapKepoM 3a3BUYal € cpiOisicTO-Cipe BOJIOCCH.

[Tpuckopena daza cuaapomy ['picuemmi Il Tunmy xapakTepu3yeTbcsi pO3BUTKOM
BipycHux iH¢ekmiil (Enmreitna-bapp Bipyc, Bipyc repmnecy VI tuny, rematutr A) Ta
OakTepiabHUX 1H(EKIIH y paHHboMY Billl. [Iprckopena ¢aza cxoxa 3a nepedirom 10 X-

34YEIICHOTO JIIM(POTpomipepaTUBHOTO, reMO(aroluTapHOTO CHHIPOMIB.
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VY GaraThOX Malll€HTIB PO3BUBAETHCS HEBPOJIOTIYHA CUMIITOMATHKA, 10 MOXKE
OyTH HoyaTKOM reMo¢aroluTapHoOro CHHAPOMa. BigmiuaroThes aTakcis, rineppediiekcis,
CYyJIOMH, perpec HaOyTHMX HaBUYOK, MIJBUIIEHHS BHYTPIIIHbOYEPEITHOTO THUCKY 13
OJIFOBaHHSM Ta MOPYIICHHSIMHU CB1OMOCTI.

Cungpom I'epmancekoro-Ilynnaka Il Tumy po3BuBaeThCs BHACHIIOK MyTallii reHa
AP3B1 [52,53]. [Ipu 1npoMy MOPYIIYETbCS TPAHCIIOPT JI30COM A0 MIKKIITHHHOTO
CHHAIICY, KPIM IIbOTO 3HMUXKYETHCS BMICT MEPPOPUHY, CIIOCTEPIra€ThCs BIAKIAAAHHS Y
JizocoMu  crnerudiuyHOol pedoBMHU (LIEpoiqy) B KIITHHAX PETUKYIOCHIOTEMATbHOT
CUCTEMH, Makpodarax JiereHb, KIITHHAX KICTKOBOI'O MO3KY, HUPOK, KUIIKIBHUKA, II0
BUKIIMKA€ PECTPUKTUBHE ypaXCHHs JIeTeHb, HeDpUTH, rpaHyIboMaTo3H1 Komith. [Ipu
cuaapomi ['epmancbkoro-lIlynmaka Il Tumy TakoX pO3BUBAETHCS — AIBbOIHI3M,
TIMONITMEHTAIlisl 0Yel BUKIIMKAE HicTarM, cTpadi3m, poTodoOiro. Y marieHTiB i BUILICHA
KPOBOTOYMBICTb, KOJITH  MPOSBISAIOTBCA  XPOHIYHOIO  JIIape€r0,  HEUTPOINEHIs
MPOSIBISIETHCST CXUJIBHICTIO 70 PEIUAMBHUX OakTepiadbHUX 1HQEKIIH. Y paHHbOMY
JUTSYOMY BILII MOXE PO3BUHYTHCS TAKOX reMo(arouuTapHui 1iMQporicTiouuTos.

JedimuT Oinka pl4 BuHMKae mipu myTarii B reni MAPBPIP, mo npusBoauts 10
NOpYILLIEHHSI YTBOPEHHS Ta (DYHKLIOHYBaHHS MeJlaHOCOM, B-kmiTuH, T-IIMTOTOKCUYHUX
KiituH, HeuTpodimB [ 54 |. [lpu gediuuti pl4 po3BUBAIOTHCA HU3BKOPOCIICTH Ta
nucMopdizM 00y s, anb01HI3M, HEUTPOTIEH s, PEIUANBY OPOHXOJIETeHEBUX 1H(EKITIH.

Cunnpom UYemiaka-T'irami cnpuumHennit  wmyrtamisimu  reHa LYST, wmio
MPOSIBISIETHCSL 3MIHOIO PO3MIpiB Ta ¢yHKIIi Jizocom [ 55]. B rpamynomurax, T-
aimdormrax Ta NK-kaiTHHAX XBopHuX Ha cuHApoM Yemiaka-I iramr 3HaX0QsTh TIraHTCHKI
I'paHyJIH, U0 MPU3BOAUTH JI0 YPAKEHHS MEJIAHOUUTIB, TPOMOOIUTIB, HEHPOHIB.

Cumnromatuka cuaapoma Yemiaka-I'iramn HeogHopigHa. [imonirMeHTaIis Moxe
OyTH pI3HOTO CTYIEHs, BiJ JErkKUX MOpyIIeHb [0 alb0iHI3My 3 TOBHOIO
rinomirMenraniero. HeBposoriyna cuUMOTOMAaTHKa BKJIOYAE AaTAKCIIO, KYJIbIaBiCTh,

nepudepruuHy HeWpomariio, mapectesii, CyIOMH Ta 3aTPUMKy TICHXOMOTOPHOTO
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po3BUTKY. PenunuBHi iH(EKIIi Takok BapiabelbHI — BiJi THINHUYKOBUX 3aXBOPIOBAHb
MIKIpH O TJIMOOKMX BHUPA30K, aOCIECIB, IO JOBTO 3arolOlOThCS 3 PYOIIOBAHHSM.
[IposiBaMu paHHBOTO BIKY 3a3BHYail € apTO3HUM CTOMATHUT, T1HTIBIT Ta MEPIOJOHTHUT,
NOIIMPEHa MIOJAEPMIsi, PEIUAMBHI THIWHI pecmipaTopHi i1HGEKIT Ta MHEBMOHIl. Y
MOTAJTBIIIOMY PO3BHUBAIOTHCS TEMATOCIUICHOMETaNis Ta JiMdaaeHOnaTis, JCHKOTEHIs Ta

TPOMOOIIMTOTICHISI, TEMOPATTYHUN CUHAPOM.

1.5.2 Jlim¢onpoJipepaTuBHi CHHAPOMHA

AytoimyHHuii nimdonponidpepatuBauid cuaapom (AJIIIC, cungpom Kanane-
Cwmita) — imyHOAehIIUT 3 JeEeKTOM aronTo3y, MiABUIEHHAM y KpoBi T-miMdouuTis 3
denoturiom  CD3+TCRaf+CD4-CD8-,  wesnoskicHoro  miMmdomnpodideparriero,
ayTOIMyHHUMHU 3MiHamu [56,57,58].

Kniniuni nposisu AJIIIC rereporeHHi, po3BUBAIOTHCS B MPOMIKKY 1-15 pokiB,
gacTime Bchoro y 2-3-piuHomy Bitli. Jlimdonpomideparris 6inbin BUpakeHa y paHHbOMY
JUTSYOMY BiIll, @ B MUTITKOBOMY YH JOPOCJIOMY Billl MOKE 1HKOJIM 3MEHITyBaTHCH,
suukatd. Cepen ayTOIMyHHUX ITUTOINEHIM Haivacrtimie KOMOIHYIOTHCS TIPOSIBH
reMOJIITUYHOI aHeMii 3 TPOMOOLIUTONEHIE0. Y PaHHbOMY BIlll ayTOIMyHHA LIUTOIEHIS
MOke MadidecTyBaTH padime, HUK JiMdonpomideparis. [inmepcruieHiaMm  npu
CIUICHOMETail MOXE€ TaK0XX MPU3BECTH M0 IMUTOINEHIi, IO BaXKO BIAPIZHUTH BIJ
ayTOIMyHHOTO Tmporiecy. MoXxIuBl 1HII ayTOIMyHHI CHUMITOMH: YBEIT, BHUPA3KOBUUI
CTOMAaTUT, KpOMUB’SHKA, eK3ema, cuHiapoMm [lena-bappe, tupeoinut, remnarur,
riioMepyjaoHeppuT. 3a3BUyail CTyMiHb ayTOIMYHHHUX MPOSBIB 3pOCTA€ 3 BIKOM, Ha (OHI
3MEHIIIeHHSI JIiMQorpomideparii.

3anexHo BiJ reHeTHuHOoi MyTali po3pi3HstoTs AJIIIC piznux tunis (Ia, Ib, II Ta
II). Jns AJITIC Ia Tuny € neBHUN pU3UK OHKOJIOTTYHOTO MIPOLIECY, HAYACTIIIE 11€ PU3UK

pO3BUTKY B-KkmiTHHHUX IiMpOM.
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Po3Butok Baxkkux iHpekui Hexapaktepuui gna  AJIIIC. Penuausu
OakTepiadbHOro 1H(PEKIIHHOTO CHHAPOMY CIIOCTEPITarOThCS JIMILIE MPH ayTOIMYHHIH
HEUTpOTEHii.

X-3uerenuit mmdonponipeparuBauit cuaapom (XJIIC, cunapom JlyHkana) —
ne IIIJ] i3 maromoriyHolo uytnuBicTio 10 Emmreitna-bapp Bipyca, QyiabMiHaHTHUM
nepediroM 1H(EKIIHHOTO MOHOHYKJIC03Y, TIMoraMarjoOyIiHEeMI€l0 Ta CXHJIBHICTIO J10
po3Butky nimpom [ 59, 60, 61 ]. I[latomoridyamii cTaH PO3BUBAETHCS JIUIIE IMMICTSA
iH(pixyBanusa EnmmreitHa-bapp Bipycom, 10 IIbOTO MAIIEHTH € 3I0POBUMH.

Cunnpomu cimeiliHoro remodaronutapHoro jgimdorictionurosy (CI'JI) — rpyna
BPOJ/IP)KEHUX 3aXBOPIOBAHb 3 PO3BUTKOM HEKOHTPOJIBOBAHOI IpoJidepalnii akTHUBOBAHUX
JTIMQOIUTIB 1 TICTIOUTIB, & TAKOX TIMEPIPOAYKIIIE€I0 Mpo3analbHUX IUTOKIHIB [62].
Manidecramis CI'JI maitke 3aBKau BiIOyBaeThCsA Ha MEPIIOMY POLIl KUTTS, 3a3BUYall B
nepuri 6 micaiiB. Yacto CI'JI mounHaeThes 3 TMXOMAHKU, OJIOBaHHS, IHTOKCUKAI[IHHOTO
CUHAPOMY, BTpaTh Macu Tiida. Y TpPETHHH XBOPUX B pPaHHROMY BIIll MPOrpecye
miMdaaeHonaTis 3 remnarociieHoMeranielo. Po3BHBaIOThCS HAOPSKU Ta >KOBTSHULIS,
reMopariydi BHCHIAHHS Ta KPOBOTOYMBICTb. MOJKJIMBI TIMOTOHISI ab0 TiNepTOHis,
CyIOMH, TOPYIIEHHS CBioMocTi. HeBposjoriyuna cuMmToMaTtuka MoKe 3piaka OyTH
nepmmmM nposiBom CIJI, mpore dacTilie po3BUBAETHCA NPHU MOAAIBIIOMY Tepediry

3axpoproBanHsa. CumnromaTtuka CI'JI 3aBxu nmporpecye abo peluanByeE.

1.5.3. ImyHoaeiuuTu 3 MOJieHAOKPUHONATIIMHA

AyTOIMyHHa TIOJIEHJOKPUHOMNATISI 3 KaHIWI030M Ta EKTOJEPMAJIbHOIO
nuctpodiero (APECED) a6o ayToimyHHMIA TosTieHTOKpUHHUN cuaapom | tamy — e T,
JUTSL IKOTO XapaKTepHI MOJIOpraHHl ayTOIMYHHI Ypa)XX€HHs, XpOHIYHUN KaHAUI03 IIKIPH
Ta CJIM30BUX OOOJIOHOK, TimomapaTUpeo3, HEAOCTaTHICTh KIPKOBOI PEUYOBHUHU

HagaupHuKiB [63]. Manidecramieto APECED 3a3Buuaii siBisieTbest pedpakTepHuil 10
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Tepanii peuuauBYIOYUN KaHAUI03 IIKIPU ¥ CIM30BUX 00OJOHOK, IO PO3BUBAETHCS /10
BiKy 6 wMicsAmiB. B momameiioMy KaHIUA03 PO3MOBCIOKYETHCS HA KIHI[IBKH, HIITI,
BOJIOCUCTY YaCTHHY T'OJIOBH, OTIMCaH1 OUIBII PiAKICHI BUITAJAKW KaHIUI03HOTO €30(ariTy.

Ennoxpunonaris npu APECED po3BuBaetrbcs y AiTeil B JIOMIKIILHOMY BIIli,
IpPUYOMY B JIiBUAT YACTIIIE, HIXK Y XJIOMIIIB. 31€01IbIIOT0 YPaKatoThCsl MPUIIUTONOAI0H]
3aJl031 3 PO3BUTKOM Tinomapatupeo3y. TakoX PO3BUBAETHCS  HEIOCTATHICTh
HAJHUPKOBUX 35103 (XBOpoOa AmicoHa). [HII €HIOKpHUHHI TOPYIICHHS acOIiOBaHi 3
IYKPOBUM J1a0€TOM, TIMOTHUPEO30M, HEIOCTATHICTIO SIEUHUKIB, NE(MIIUTOM TOPMOHY
pocty. HacTo eHaoKpuHONAaTIi KOMOIHOBaHI.

X-34emIeHuii CUHAPOM IMYHHOI JAMCPEryJisilii, MOJIEHAOKPUHONATII Ta
enteponartii (IPEX) — me onun I[11]] 3 rpynu nopyiieHs iMyHHOI peryJisiiii Ta Ma€e B CBOTH
Ha3Bi XapakTepHUi (peHOoTUT 3aXBOproBaHHs [64,65].

BoasHucra niapes, 1HKOJM 3 JOMIIIKAMU KpPOBI Ta CIIM3Y, BUKJIUKAE BaXKY
MajbaObCcopOIlito, 3HAUYHY BTpaTy MacHu Tila, MOEIHYEThCS 3 aTpodier0 BOPCHMHOK Ta
1H(UIbTpai€eo JTIMQPOLUTAMU CIU30BOiI OOOJIOHKM TOHKOTO KHIIKIBHHMKA, a TaKOX 13
XapuoBOIo anepriero. Ha mepiiomy porti )KUTTS Y MepeBaskHOT OUTBIIIOCTI XBOPUX BUHUKAE
IHCYJIHO3JIC)KHUN ITyKpoBHi miadet | Tumy. Takoxk yacTo ypaskaeTbCs HIMTONOAIOHA
3a]103a, PO3BUBAETHCA TiNEp- Ta TrinoTupeoian3M. AytoimyHHI mpouecu npu [PEX
MPOSBIIIOTECS ~ TEMOJNITUYHOKD ~ aHEMIEI0, TPOMOOIMTOIICHIEI0,  HEHUTPOTICHIELO,
rJIOMEpYyJIOHe)PUTOM,  IHCTEPCTUIIIMHUM  HEDPUTOM,  E€K3eMOK0,  ICOpia3oM,
EPUTPOJICPMIEI0, €KC(POIIATUBHUM JIEPMATHTOM.

Imynonedinur mpu IPEX acomiiioBanuii 3 eHTepomarTi€ro, IepMaTUTOM 1
HelTponeHiero. BuHukatoTh Bakki 1HGEKIIIHHI TPOIIECH: CETICUC, THEBMOH1i, MEHIHTITH,
ocreoMiemiTd. OCHOBHUMHU 30yJIHHKAMU 1H(EKIIHHOTO CHUHIAPOMY € CTa(iIOKOKH,
EHTEPOKOKH, LUTOMETaloBipyc, KaHauau. OCHOBHI NPUYUHU CMEPTI MPU PO3BUTKY

cunapomy IPEX — 11e kpoBoTeui, miapesi, CEncuc, yCKiIaaHEeHHs IIyKpPOBOTo Jia0eTy.
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1.6. AE®EKTHU BPO//KEHOT'O IMYHITETY

AHriipoTHyHa €KToJAcpMalibHa aucibiasis 3 imyHoxedimurom (EDA-ID) —
BPO/DKEHUN  IMyHOJIE(DIIMUT,  SKUM  XapaKTepHU3ye€TbCcsl  CHUMTOMOKOMILIEKCOM
aHT1IPOTUYHOT €KTOIEPMANIBHOT AUCIIIA311, a caMe MOBHOO BIJICYTHICTIO MTOTOBUX 37103,
aHOMAJIbHUM TIPOPI3yBaHHSM 3yOiB Ta PIIKUM Ky4epsBUM BOJIOCCSM, TO€THAHUM 3
IMYHOACPIUTHUMH MPOSIBAMU MOPYIICHOT MPOAYKIT creuiYHIX aHTUTLI, HU3bKUM
piBHeM IgG, iHKomu migBuIieHHsAM IgM y cupoBartiii kposi [66].

Cunnpom WHIM Ha3zBanuii Tak 3a aO0peBiaTypoIO KIIHIYHOI CUMIITOMATUKH —
“warts,  hypogammaglobulinemia, infections, = myelokathexis”  (6opomaaBku,
rinoramaryioOysninemis, 1H}exii, wmienokaxekcis) [ 67 ]. Kiiniuna cumnromaTuka
MOYHMHAE TPOSABISTHCS Y PAHHbOMY JHUTSYOMY Billl 3 MTHEBMOHIM, THINHUX CHUHYCHTIB,
OTHUTIB 1 TOH3WIITIB, [0 PEUUIUBYIOTh. B moanbiioMy MOXXyTh po3BUBATHUCS (DIIETMOHU
Ta alclecw, MEpIOJIOHTUTH, OPOHXOEKTa3W, a B MIUIITKOBOMY BiIll — 3HaA4HI
namniJioMaBipycHi O0pOAaBKHM Ha pyKax.

Han3Bu4aitHo BUCOKOIO CXUIIBHICTIO JI0 MAMIJIOMaBIpyCHOTO 1H()IKyBaHHS IIKIPH,
IPUYOMY BCHOTO TiTa, MPOSIBISEThC Ime oauH pinkicHuit IIIJI — OGopomaBuacrta
emijepMocIuiasis, abo Bepyuudopmua emigepmoauciiasis (EV) [68].

Hebinur mnpoteinie TLR3 Ta UNC-93B mnposiBiseTrbcss reprneTHIHUM
ernedanitom [69,70]. CXxunpHOCTI A0 1HIIKX 1HPEKIIIH, BIpyCHUX Ui OaKTepiallbHUX, IPU
upomy I11/] Hemae. JIo po3BUTKY reprneTHYHOro eHIedatiTy 11l Mall€HTH 3I0POBI.

Hedimut IRAK-4 — nedinut xiHa3u, acoriiioBanoi 3 perientopom IL-1, sBiseTbes
ayTOCOMHO-PEUECUBHUM IMYHOJAE(DILUTOM 3 MOPYUIEHHSM BHYTPIIIHBOKIITUHHOTO
CUTHAJIbHOTO Kackany Bif toll-moxioaux penentopis (TLR) [71]. ManidecTytoTs iposiBu
y PaHHbOMY BIlli, MOXKJIMBA 3aTPUMKa BIAMAAIHHS MYHOBUHHOrO 3aydiIKy. KiiHIYHMI
nepedir MHEBMOHIi, MEHIHTITY, CETCHUCY, CENTUYHOTO APTPUTY, OCTEOMIENITY € BKpai

BOXKHUM, Hepiako (arampHuM. [lpu 1150My PO3BUTOK 3amajibHOTO MPOIECY 3a3BUYAM
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BIJICYTHIM, B TOMY YHUCJIl HE MPOSBISIETHCS BUCOKA JIUXOMaHKa, HE 3MIHEH1 JJabopaTopHi

MOKA3HUKHU 3aIajieHHs], MOXJIMBA TPAH3UTOPHA HEUTPOIIEH1s Ta TioraMaryiooymHeMis.

1.7. IMYHOAE®IINUTHU 3 CUHAPOMAJbBHUMU O3HAKAMUAU

1.7.1. Cunapom i-xoprxi

Cungpom li-Jxopmxi (cuaapom Ji-Jlxopmxa, cungpom Ji-Teopra, ¢penorumn
CATCH 22) orpuMaB Ha3By 3a MpI3BUIIEM aBTopa, sikuii Boepine y 1965 pori onucas
NATOJIOTIKO 13 TINOIUIa31€l0 TUMYycCa, TINONAPAaTUPEOIAM3MOM Ta  PELHMIAUBHUMHU
iH}ekmismu. [IpuurHoro BUHMKHEHHS aHoMmaiii [{i-J[»kop/ki € nenerist JOBroro rieda
22-1 XpOMOCOMH, 1110 BUHHMKAE ITiJT i 9ac Meio3y [72,73].

VY nonan nonoBuHH XBOpUX Ha cuHApoM Jli-J[>KOpmKi HasBHI BPOKEHI Bajau
cepust. [TapanenbHo MOXKyTh OyTH HasiBHI pO3ILIIJIMHA M’SKOTO MiAHEOIHHS, 3BY>KCHHSI
CIIyXOBUX TpyO 1 HOCOBHX XOJiB. IIpoTsArom mepiivx ABOX MICSIIB XKUTTS HasBHUN
TiNOTOHYC M’A31B BChOro Tiua. Yepe3 ckeneTHI Bagu OOIMYYsl CTpaxkaae QyHKIIIS
CMOKTaHHS y TIepio/ii HOBOHAPOHKEHOCTI. ['imonapaTupeos Ta rinoKajiblieMis HasBHI y
oinbmocti xBopux 3 CATCH 22. ¥V K0XHOro IM’4TOro maifi€eHTa mposiBU TiMOKaIbIIeMIT
MaH1(pecTyIoTh 0 3-MICSYHOTO BIKY, TTOJIOBMHA AiTeH B 1 pik BUMararoTh Mpu3HAYCHHS
npenapariB Kanbllito. be3 KoMmmeHcailii piBHS Kajblil0 B KPOBI NOPYIIYEThCS HOHHUI
rOMEOCTa3, BAHUKAIOTh CYJOMH.

Maiixe B ycix marieHTiB i3 cuaapomom Jli-JI>Kopmki 1iaHOTHYHI Baau CepIls Ta
FINOKANBIIEMIYHI CYJOMH NPU3BOAATH JI0 TINOKCMYHOIO YPAKEHHS LIEHTPaIbHOL
HEPBOBOI CHCTEMH, 1[0 B CBOIO YEPTy BUKJIIMKAE BIJICTABAaHHSI PO3YMOBOTO PO3BHUTKY 10
PaHHBOTO IIKUIBHOTO BIKY, TOpYIIEHHS HaBuaHHA. B crapmomy Billl MOXYTh

PO3BHUBATHUCS TICUX1YHI PO3Jaa1 [0 TUMY MU30(peHii, OIMOJIPHOTO po3amdy.
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B emOpiorenesi cTpaxaae npolec 3akiaganHs Tumycy. OaHak Jumie y KOKHOTo
YEeTBEPTOro marfieHTa npu cuaapomi Ji-J>Kopki BUHUKAIOTh MPOSIBU IMyHOAEDITUTY —
Taka ¢opma XBOpOOM Ha3uMBaeThCs MOBHOI aHoMaiiero Jli-Jbxopmxki. I[loBHa dopma
MPOSIBIISIETHCS AIJIa31€l0 TUMYCa, BHACIIJIOK HEAOCTATHOCTI KUIBKOCTI KJIIITUH BHUHHUKAE
peUIMBHUAN 1HPEKUIHHUNA CUHIPOM, YaCTO 13 3AJIy4€HHAM OTMOPTYHICTUUHUX 30yIHUKIB.
OCK1UIbKHM IMYHHORO MPOOIEMOIO IS MAIli€HTA € JIUIIE KITbKICTh HasgsBHUX T-111MQOIUTIB,
a ix QyHKUis 0COOMMBO HE CTpaKAae, MPOSBU 1HPEKUIHHOTO CHUHAPOMY 3a3BUYAM
3MEHIIYIOTBCS 10 2-pIYHOTO BiKy. Y BHIIaJIKaxX 3 BaKKUM MepediroM y paHHbOMY BiIll

nposiBu no116H1 j0 nepediry TKI/.

1.7.2. Cunapom Hilimeren

Cunnpom Hiiimeren (NBS — Nijmegen breakage syndrome) — me ayrocomHo-
peuecuBauii II[J[ 13 rpynmu 3axBOprOBaHb XPOMOCOMHOI HECTaOLIBHOCTI, IO
MPOSIBIISIETHCS Mikporiedariero, Tu3Mopdi3MoM 0o0yyus, KOMO1HOBaHUM
iIMyHOIE(DIITUTOM, BIACTaBaHHSM Yy (I3UYHOMY PO3BUTKY Ta TINEPUYTIUBICTIO 10
10HI3yI04Y0r0 BUNIpOMiHIOBaHHS [ 74,75,76].

Hasga 3axBoproBaHHs MOXOAUTH Bij routanackkoro micta Hiitmeren, ne B 1981
poiri Oynu BHepie OMUCaHI MITH 3 Mikpoledaier, 3aTpUMKOI0 POCTy, nedheKTamu
MIrMEHTaIlli Ta IMyHOAe(MIIIUTOM.

[Tiznime, y 1980-1990-x pokax B kpainax CxinHoi €Bponu Oyiu i1eHTH(IKOBaHI
noJ110H1 TeHeTUYHI MOPYLIEHHS B AecsaTkax cimel. Haitbinbie xBopux Oysio BUSBICHO B
[Mombmii, Yexii, 3axigHux perioHax VYkpainu T1a binopyci. IlooauHoki wmyTarii
TPAIUIIOTECA B YChOMY CBIT1, OfHAK OnM3bKO 95% ycCiX Mali€HTIB 13 CHHIPOMOM
Hiiimeren BusiBnieHo B kpainax CxiaHoi Ta [{eHTpanbHoi €Bponu. Takum yuHOM JedeKT

y redi NBN oTtprMaB Ha3By “ClIOB’SIHCbKOI MyTallii’.
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B Ginbmnocti giTed Bke IpU HApOKEHH1 HasiBHA Mikpouedais (00Bi roJIOBH
HIOKUE TPEThOTO LIEHTWIIS), B TMEPIIl MICAII XKUTTS Mikpouedanis BIAMIYAETHCSI B yCIX
HOCI11B XBopoOu. bynoBa uepena npu cunapomi HilimereH nposBisieTbesi XapaKTePHUMHU
pucaMu o0JMYYs: CKOIIEHHWM 100, BUCYHYTa BIEpe]] cepeuHa 00JnYYsi, BUIOBKEHUN
HIC, TIMOTUIA3isl HIKHBOI IMEJIeNH, BEIUKI ByXa 3 JUCIIACTUYHUMH 3aBUTKaMH. Taki
TUIIOB1 PUCH OTPUMAJIA Ha3BY “NITaxonoAioOHOro o0auyys”.

3 4acoM MposBIAETHCS 1eDIIUT PI3UIHOTO PO3BUTKY, 0 3-PIYHOTO BiKY AeilIUT
J0CSITa€ TPETUHU BiJl HOPMHU 3a BiIKOM. PO3yMOBi 37110HOCTI Y TPETHHH MAIlIEHTIB y Billl 3
POKIB HOpMaJbHI, y TIOJIOBUHU CyOHOpMaJbHI1, Juiie 10-20% mMaroTh MOMIpHY 3aTPUMKY
IHTENEKTYyaJIbHOTO PO3BUTKY. IIpoTe y Biti 7-14 pokiB nepeBa)xxHa OUIbIIICTh MAIIEHTIB 3
NBS maroTe nocTynoBe 3HWKEHHS 1HTEJIEKTyaJIbHOTO PO3BUTKY.

VY nepiof cTaTeBOro A03piBaHHS BHACHIIOK IEPBUHHOT HETOCTATHOCTI IEYHUKIB Y
JIBYAT BIAMIYAETHCS MEPBUHHA aMEHOpPEs, 3aTPUMKa CTaTEBOTO PO3BUTKY, Y XJIOMYHUKIB
TAKO)XX € TPOSIBU KPUIITOPXI3My, TiMOCHaiisi, 3aTPUMYETbCS CTAaTEBUH PO3BUTOK.
[ToTomcTBa y 6aThKiB 13 cuHapoMoM HilimereH He 3adikcoBaHoO.

ImyHomoriuni nopymenns nmpu NBS koMOiHOBaHI 13 3aydeHHs TYMOPAJIbHOI Ta
KJIITUHHO1 JJaHOK. KITIHIYHO TpamisroThCs 1 BIpYCHI, 1 0akTepialibHi, 1 TPUOKOBI 1H(EKIII1
3 peUMIMBaMH, BUKIIMKaH1 y TOMY YHCIII 30y THUKaMU ONOPTYHICTUYHOI Mikpodiopu. B
nepIry 4epry ypakeHHs 3auilaroTh BEPXHI Ta HWKHI PECHipaTOpHI OpraHu, TaKOXK
BUHUKAIOTh YacTl OTUTH, BiAOyBaeTbcd 1H(PIKYBaHHS TpPAaBHOTO Ta CEUYOBUIIIBLHOTO
TpakTiB. KpiM 1HpEKIIIHOTO CHHAPOMY, POSBIISIOTHCS AyTOIMYHHI CTaHU: allaCTUYHA
aHeMis1, BaCKYJIITH, PEBMATOITHUMN apTPHT.

Maiike y MOJOBUHM XBOPUX 3 BIKOM PO3BUBAETHCA OHKOJIOTIYHI MPOLECH,
yacToTa AkuX Buina B 50 pa3iB 3a cepeHIO YaCTOTy B MOMYJIALI, a 1yt siMmpom nipu NBS

— Buma B 1000 pa3is.
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1.7.3. Cungpom Jlyi-bap

Artakcisg-teneanriekrasis (cungpom Jlyi-bap) — 1me ayrocoMHo-periecuBHE
3aXBOPIOBAHHS, K€ BUHUKAE Yepe3 MOPYUICHHS B reHax JoBroro mieva 11 xpomocomu
(11922-g23), BiAMOBIAHUX 3a CUTHAJBHI MPOTEIHKIHA3H, IO MPOSIBIIIETHCS PO3BUTKOM
MO30YKOBOi aTakcii, TeJeaHTieKTa31i, IiJIBUIICHO YYTJIHUBICTIO JO 10HI3yIOUOTO
BUNIPOMIHIOBaHHS, CXWJIBHICTIO IO MaJlirHi3amii Ta KOMOIHOBaHUM 1MYHOAEHIIIUTOM
[18,77,78]. Tpamisierbcs 3 yacToToro 1-3 Bumagkd Ha 1 MiIbHOH HOBOHAPOKCHHX.
ATtakcisi-TeneanriekTasiga, gk 1 cuuapoM Hiiimeren, ssiusierbest [11J] 13 mopyuieHHSIM
penapamii JIHK. 3 BikoM MyTtamii HarpomMamkyroTbcs, MOXHa (PIKCyBaTH YHCIEHHI
XpOMOCOMHI a0eparlii, KJIiHIYHI TPOSIBU TaAKOXX MPOTPECYIOTh.

3azBuuaid mepun mposiBU  Madidecramii cuHiapomy Jlyi-bap mnoB’szaHl 3
MO30YKOBOIO aTrakciero. KoopauHauis pyxiB, SIK NMPAaBHIIO, MOPYLIIYETbCS BXKE 1O 2-
pPIYHOTO BIKY, Y MEPEBaXKHOI OUIBIIOCTI XBOpUX — 110 4-piyHOoro Biky. Jlo 10-12 pokis
BTpAya€ThCsl 3JaTHICTh JO CAMOCTIHHOTO MepecyBaHHs, MoOxe (opMyBaTuCs Jerka
PO3yMOBA BiICTaICTh.

TeneanriexTasii, TOOTO KamiIsIpHI PO3MIMPEHHS, TPOSBISIIOTHCA Y Billl BiJ 2-4 110
8-10 pokis. Ilepmr TeneanriexTasii sSIK MpPaBUIO BWHUKAIOTh Ha CKJEpax, OOIHYYi,
BYIIHMX pPaKOBUHAX, POTOBIN MopoxHWHI. [li3HillIE BOHU MOXXYTh BHUHHKATH Ha BCIX
JUISTHKAX TL1a, pO3MIPH “‘CyIMHHUX 31pOUYOK’ CTaIOTh OB BUPAKEHUMH.

[HpeKIHHAMI CHHAPOM TIPM  aTakKcii-TeJeaHTieKTasii BIJMOBITAE Ba)KKOCTI
IMYHOJIOTIYHHX 3MiH, IO JAy>Ke BapiabenbHi. € yuMasno MaIli€HTIB, Y SIKUX 1HQEKIIHHIIA
CHUHJPOM OCOOJIMBO HE MPOSIBISETHCS. Y 0OaraThOX I1HIIUX — 1€ 4YacTi 3aroCTPEHHS
XPOHIYHOTO OpOHXITY 3 TOMAJIBIIUM PO3BUTKOM OpOHXOEKTa31B Ta MOKJIUBUMHU
datanpHuMu Hachiakamu. KpiM KOMOIHOBaHUX IMYHHHMX MOPYIIE€Hb, MPOLIEC MOXKE
MIOCHUJTIOBATHCSI HEBPOJIOTIYHO O0YMOBIICHOIO HEIOCTATHICTIO ANXAThHOI MYCKYJIaTypH Ta

JIpeHaXHOi (QYHKINI CITU30BUX OOOJIOHOK OPOHXOJIET€HEBOTO TPAKTy. TakoX MOMXKIIHBI
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PEIMINBH THIHHOTO CHHYCHUTY, CEPEIHBOTO THIMHOTO OTHTY. IlpW 3HAYHMX IMyHHUX
3MiHaX MPOSIBU BAXKKOT0 iMyHoaedinuTy HaragytoTh Taki npu TKI/I.

Mariraizariis mpu CUHAPOMI aTakcli-TeJIeaHr1eKTasii TakKoK Ma€ Mo10H1 PUCH J0
nepebiry cuaapomy HiliMereH, BpaxoBYIOUH iX CIIJIbHI IPUYMHHU TTOPYIISHHS penapartii
JIHK 3 yacTuM pOo3BUTKOM MyTalliil y pi3HUX KIITHHAX Harienta. Yactora myxiauH y 50-
100 pa3 BuIa y maiie€HTiB, HDK B CEPeAHLOMY B MOMYJISAIi. Bl TpeTHHU Malli€HTIB 13
cuaapomoM Jlyi-bap runyTs Bia iHGeKHiHHOTO ad0 OHKOJOTIYHOTO mpoiecy a0 20-

pPIYHOTO BIKY.

1.7.4. Cunapom Bickorra-Onapuya

Cunnpom Bickorra-Onmprua (Wiskott-Aldrich syndrome, WAS) — oaun 3
nepmmx onucaHux IIIJ[, mo € X-34erieHuM 3aXBOPIOBAHHSM Ta XapaKTEPU3YEThCS
TP1aJI0I0 CUMIITOMIB: TPOMOOIIUTOIICHIS 13 3MEHIIICHUM PO3MipOM TPOMOOIIUTIB, €K3eMa
Ta KoMbOiHoBaHu# imynoaedimur [79,80,81]. [Ipuunnoro po3Butky WAS € mopyiieHHs B
X-xpomocomi onHoiMeHHoro WAS-rena (Xpl1.23). Myrariist npu3BoauTh 10 1eheKTiB
KJIITUHHOTO ITUTOCKEJIEeTa, THM CaMUM BUKJIMKAIOUW TOPYIICHHS (PYHKIIT TPOMOOIIUTIB,
aimpouuTis, parountis. binbiie 90% nanieHTiB — XJIOMYUKH, BPAXOBYIOUYH X-34ETUICHUN
TUN ycmaakyBaHHs. [IpoTe € BapiaHTH XBOopoOM 13 MO3aidyHMMH (opMaMu y KIHOK, a
TAaKOX II€ piAKICHII QopMHU y AiBYAT 13 MOPYLIEHHAM PEryysiii 1HaAKTUBALll
TOMOJIOTIYHUX X-XpOMOCOM. Y cepeHbOMY XBOPOOY BUSBISAIOTH B 20-MICSYHOMY BIIIL.
[cayroTh moBHI (kimacuuHi) dhopmu curapoMmy BickorTa-Ongpuda 3 po3BUTKOM THUIIOBOT
TpiaAy CUMIITOMIB, TAKUMHU € TPETHMHA Malll€HTIB. [HII X BUIMAIKU MalOTh BaplaHTU
HEMOBHUX (POPM XBOPOOH 3 JICTIIUM Tepedirom.

[TpakTuHo nmatorHoMoHiyHUM 1111 WAS cumntomom € TpomOornutornenis (10-50
['/n) 13 3HMKEHUM pO3MipoM TpoMOoIUTIB (3,8-5 f1). Li 3MiHUK yacTilie BChOTO BPOIXKEHI,

MOKYTh OyTH 3a(iKCOBaHI SIK CXWJIBHICTH 10 KPOBOTEY y MEPi0J HOBOHAPOIKEHOCTL. Y
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O1TBIIOCTI MAIIEHTIB 13 cUHAPOMOM Bickorta-Onapuya onucana ekzema abo aToNiuyHUN
JIEPMATUT, 110 PO3BUBAETHCS 3 IPOSBAMHU PI3HOTO CTYIEHS B MEPIIIi MIBPOKY JKUTTSI.
Imynonedinut npu curapoMi BickoTTa-Onapuda 371e01161110r0 KOMOIHOBAHUM, 3
ypakeHHsMH sK B-xmituHHOI, Ta 1 T-kmituHHOI naHoK. KimiHIYHI MpOsSBH, BUKIMKaHI
KalCyJIbHUMU OaKTepisiMU, TPAIULIIOTHCS Yy TeplIl JBa POKH KHUTTSI. XapakTepHi
peLMIUBU THIMHUX OTUTIB 1 CHHYCHTIB, THeBMOHINA. Came ycKkinagHeHHs 1HQEKIIHHUX
IPOILECIB € MpUUMHAMU OLIbIIOCTI paTtampHUX BUMAAKIB mpu WAS, ane KpiM HHX Ta
PHU3HKIB KPOBOBUJIMBIB, y TMAIII€HTIB M1JIBUIIIEHA CXWJIBHICTh 0 YTBOPEHHSI MyXJIMH, 1110

TCK MOXKC IIPU3BCCTHU A0 CMepTi.

1.7.5. XpoHiyHMii IKiPHO-CIIU30BUI KAHAU/I03

Xponiunuii mkipHo-ciu3zoBuit kauanao3 (XIICK) — e rpyna 3 kuibkox I, qis
SAKUX XapaKTEePHUM PEUAMBHUN YK TOCTIHHUYN 1HGEKIINHUN Mpolec MIKIpHU, HITTIB,
cIu30BUX 000J0HOK, BukiMkaHuii Candida albicans, pigme iHmKMMH TpUOKOBUMHU
30ynHukamu [82,83].

Kannnmos cnuzoBux 000JI0HOK Ta MIKIpH MaH1(ecTye B MAIIEHTIB 10 6-MICIIHOTO
BIKY, MOJE€ TPpOSBIATHCS B TEpPIOJ] HOBOHAPOKEHOCTI, HOCHUTh pPEePPAKTEPHHII
pPEIUANBHUN XapakTep, BaXKKO MIINAEThCA JIKyBaHHIO. B 1bOMy 3K BIlll MOXYTh
CIOCTEpIraTUCS CUHAPOM ManbabcopOLii, aucTpodis HITTIB, AMCIIIA31S emanl 3yOiB,

KEpaTOKOH FOHKTHBIT, BITIJIIT0. 3 BIKOM MOXJIMBHM PO3BUTOK ayTOIMyHHOTO IeMaTUTA.

1.7.6. I'inep-1gE-cunapom

Cungpom rinepimyHornoOyminemii  E  (rimep-lgE-cunapom) — I, mo

PO3BUBAETHCS 13 XapaKTEpHOK Tpiajoro: BUCOKUM piBHeM IgE, penuauBHUMEU

MTHEBMOHISIMH 3 YTBOPCHHSM JIETEHEBUX KICT Ta TOBTOPHUMHU CTa(PIIOKOKOBUMHU
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abcuecamu mmikipu [84]. Pisenp IgE B cupoBatiii kpoBi maiieHTiB csrae uie 2000
MO/mi, mo Bue Big Hopmu B 10-100 pas.

Kniniyna wManidecramis rinep-lgE-cuHapoMy NOYMHAETBCA 3 BHUCHUMAHL Y
PaHHBOMY BIIll, 10 OJTHOTO POKY, 3 PEUUAUBAMHU Ta IEPEXOAOM B ek3eMy. [IposBisitoThes
MOBTOpHI abcliecl MIKIpH Ta M SKUX TKAaHWUH, 3[e0UIBIIOrO II€ XOJIOAHI alcuecH,
BUKJIMKAHI 30JOTUCTUM CTa(piIOKOKOM. AyTOCOMHO-JIOMIHAHTHUM THUII XBOPOOH
acoLIIOETbCA 3 KAHAUAO30M IIKIpU Ta CIM30BUX OOOJOHOK. A TpU ayTOCOMHO-
periecuBHUX TUMNax rinep-lgE-cunipomMy po3BUBalOTHCS BaXkKi BIpyCHI 1H(EKIIT MIKIpH,
BUKJIMKAaHI BIpyCaMH MPOCTOTO Tepriecy, NanijioMmaBipycamMu, KOHTArio3HUM MOJIFOCKOM,
a TaKOK BUHUKAIOTh JIM(OMU 1 pak mKipyu. YacTi MHEBMOHII PIAKO € MEPIIUM IPOSIBOM
rinep-l1gE-cunipoMy, mOYMHAIOTH PO3BUBATUCS MICJ]S MIKIPHUX MPOSIBIB. AYTOCOMHO-
JIOMIHAHTHUM BapiaHT rinep-1gE-cunapoma Mae XapakTepHi 03HAKH ypaKeHHsI KICTKOBOI
CUCTEMHU Ta CMONY4YHOI TKaHUHHU. Cyriodu y ITel 3 UM CHHAPOMOM HAJMIPHO THYYKI.
KicTku cxunpHI 10 TEpesioMiB MICHS HE3HAYHUX HABAHTAXKEHb, MOPYHIYEThCS
npopizyBaHHs 3yOiB. AHOMamii XapakTepHi 1 IS JMIbOBOTO CKEJleTa — IIUPOKE
MepeHiccs, BUCTYIAHHs Jio0a Brepel, MIMOOKO MOCaKEeHI OYi, BeJIMKa BIACTaHb MIX
ounMa, 301IbIIeHE MiI0opias, rpy0a mKipa oommuyysi. [ BCIX TréHeTUYHUX BaplaHTIB

XBOPOOHM MOKJIMBUN PO3BUTOK ayTOIMYHHHUX MPOLECIB.

[linrcymMOBYyIOUM  YHMCIEHHI  KIIHIYHI ~ OCOOJMBOCTI  pPI3HUX  MEPBUHHUX
IMyHOIE(DIITUTIB, MOXKHA BUAUIMTHA PaHHI MPOSIBU OUIBIIOCTI 3aXBopioBaHb. [Ipu Bkpait
BOKKHMX Ta HEOE3MEeUHUX BapiaHTaxX JAe(deKTiB KIIHIYHA CUMITOMATHKA YAaCTIIIE BChOTO
MPUCYTHA BXK€ 10 3-6 MICSIIB BIKY.

Jlumie juist eSKUX CHHIAPOMIB ICHYIOTh NMaTOTHOMOHIYHI KPUTEPii, HAPUKIIA],
I atakcii-reneanrieramii (cuaapom Jlyi-bap). I He3Bakaroum Ha 11e, BCE Taku II€
KOMOIHallisl CUMIITOMIB, @ He OKpeMui nposiB. [Ipu BciX mepBUHHUX IMyHOAEPIIUTAX

OUTBIII YM MEHII YacTi KIIHIYHI TPOSBH MOXYTh CIOCTEPIraTUCS MPU T€MaTOJOTIYHUX,
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ayTOIMYHHHUX, OHKOJIOT1YHUX 3aXBOPIOBAHHSX. Y OLIBIIOCTI BUMAAKIB THEBMOHI1, THIHHI
9l TPUOKOBI 3aXBOPIOBAHHS MOXYTh OYTH OKpPEMHUMH €mi30JaMH 1HQEKIIHHUX
3aXBOPIOBaHb, 1 JINIIIE KOMILJIEKCHA OI[IHKA aHaMHE3y JUTHHH MOYKE BHKJIMKATH TIi103PY

mroao iHHII/IX, d CaMC I'CHCTUYIHHUX, IIPUYINH PO3BUTKY IIOBTOPHUX MTaTOJIOTTYHUX HpOHeCiB.
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PO3LT II
PO3POBKA KJIIHIYHUX KPUTEPIIB BUIIA IKIB, IIJO3PLINX OO0
NEPBUHHUIN IMYHOJE®IIUT ¥V JITEHA

2.1. Marepianu noc/iixKeHHs

Bussnenns xminiuaux os3Hak [IIJ] mepembavae migbip MAaIlieHTIB 13 yKe
BCTAHOBJICHUM TakKUM J1arHo30oM. BpaxoBytouu, mo mo II[J[ BigHOCHUTBCS MIUPOKUI
CHEKTP JOCHUTh PIAKICHUX 3aXBOPIOBaHb, 32 YaCTUHOIO MAI[IEHTIB MU 3BEPHYJIHUCS [0
ykpaincekoro Peectpy mamientiB 3 IIIJ[, ocHoBM sikoro Oyim 3akiajieHi B poOOTi
«JliarHOCTHKA Ta MEIMKO-COIiaIbHUM CYIPOBIJ MEPBUHHUX IMYHOJCMIIUTIB Y IITCH»
bonnapenko A. B., npodecopom kadenpu nutaumx 1HPEKUIMHUX XBOPOO Ta AUTIUOL
iMyHOJioT1li  HaljloHaJIbHOrO ~ yHIBEpPCUTETY OXOPOHH 3J0pOB’s YKpaiHM IMEHI
I1. JI. llynuka. Ha moyarky Hamoro AOCHIKEHHS peecTp MicTuB AaHi moHaa 800
MTAI{I€EHTIB 13 BCTaHOBJICHUM aiarao3om I11/].

Kputepii BximrodyeHns: Bik Big 0 mo 18 pokiB, miarBepkenuii maiaraos ITIJ1,
HASIBHICTh MTOBHOTO MEPENiKy BCIX KITHIYHUX CUMITOMIB 3 TTIOMICSYHOIO TTPUB’SI3KOI0 JI0
BIKY BiJl HAPO/’KEHHSI 10 MOMEHTY BCTAHOBJIEHHSI IMYHOJIOT1YHOTO J1arHO3Y.

Takum 4YMHOM, MU 3AIMCHWIM TOUIYK PETPOCMEKTHBHUM HUIIXOM B Peectpi
namieHTiB 3 [1I]], skum OyB BCTaHOBJIEHUI AiarHO3 y AUTAYOMY Billi. byno Biaiopano 63
Mali€eHTH, 10 MajJd BIAMOBIIHICT, KPUTEPII0 HAABHOCTI IIOBHOTO aHAMHE3y 3
NOMICSIYHOKO TPHB’SI3KOI0 10 BIKY BiJl HapOJKEHHS JO MOMEHTY BCTAHOBJICHHS
IMYHOJIOTIYHOTO J[1arHO3Y.

[Ile 100 mamieHTiB, fKi crocTepirayivcs Ha BkazaHid kadenpi mpotsrom 2017-
2019 pokiB (Ha 0a31 KuiBcbkoi MIChKOT AUTSUOI KIIHIYHOI JlikapHi Nel), Oynu neranbHO
OIMTAaHI MIOJI0 iX MOMEepPeaHHOTO aHAMHE3y MPOCIIEKTUBHUM CITOcoO0M. {151 yTouHEeHHS

TaKO)K BUKOPUCTOBYBAJIKCS TIOTIEPE/THI 3aMKCH Y iX MEIUYHUX JOKyMeHTaX. OTpuMaHi B
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OMUTYBaHHI JlaHI 3aHOCWJIMCS JIIKAPEM-KOHCYJBTAaHTOM B CIHEIlaJbHO CTBOPEHY 0azy
JaHUX OHJIAH. 3arajoM Oy 310paHi MOBHI aHaMHECTHWYHI naHi 163 mamieHTiB, a came

1127 enizo/iB iX XBOPOO 3 TOMICSYHOIO MPUB’A3KOIO JI0 BIKY.

2.2. MoxJnBi ciocoOn oiHKM KJIiHiYHUX npossiB I/

B 1993 pomi ®ynparis [xebdpi Moaenn omaumu 3 mepmmx po3poommm 10
O3HAK HaCTOPOXKEHOCTI 100 MEPBUHHUX IMYHOIE(DIIHTIB, 1110 MOCTIMHO YTOYHIOBAIUCS
IIJIIXOM OIUTYBAHHS JIKapiB KIHIYHUX Ta akajaeMiuyHux 0a3 Mepexi nentpis Jeffrey

Modell 3 monan 80 xpain [85,86,87].

Hecsate o3Hak HactopoxeHocTi mwoAo I y aiteit 3a xedpdpi Monenn:

e 4 a0o OuIbILIIE HOBUX OTUTIB MPOTATroM 1 poky

e 2 abo Ouible Cepio3HUX CUHYCUTIB MPOTATOM 1 poKy

e 2 a0o OunblIe MiCALIB aHTUO10TUKOTEpaIii 3 MiHIMaIbHUM €(EeKTOM

e 2 a0o OubIe MHEBMOHIM MPOTATOM 1 poKy

e  BijcraBaHHs HEMOBIISITH B pOCTi Ta HAOOP1 MacH Tia

e  [loBTopHI a0cuecu BHYTPIlIHIX OpraHiB ado0 MIKipH

e [loBTOpHA MOJOYHUIIS POTOBOT OPOKHUHH a00 TPUOKOBA 1H(EKITIA MIKIpH
e  HeoOXxigHICTh BHYTPIIIHHOBEHHOTO BBEJECHHS aHTUOI0THUKIB

e 2 abo Ounblie IHBa3UBHUX 1H(HEKITIH, B TOMY YHCII CETTULIEMIs

e  PoaunHMIT aHaMHE3 IEPBUHHOTO IMyHOIEDIITUTY

ITepenbayaeThes, MO HASBHICTH JBOX O3HAK 3 HABEJACHUX JECATH CBIIYUTH IIPO
BUMAJIOK TMIA03pH Ha nepBUHHUK ImyHOmediuutr. ToOTo (akTuyHO 1E KpUTEpii
M1I03pLJIOTO BUMAAKY 3a BU3HAUYCHHSIM BCECBITHBOI opraHizailii OXOpOHHU 37I0pOB’sl s

IHIIMX HO30JI0TiYHKMX (hopM 3axBoproBans [88,89,90].
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[Migxin dyspamii Txeddpi Moaemn 10 TOCTIHHOTO OMUTYBaHHS MIKHAPOIHOI
npodeciiiHoi CHUIbHOTH Tpo Tposisu HOBUX BumaakiB I/ mocuts BaxuuBwmii. Came
3aMpONOHOBAHI HUMH JIECATh O3HAK HACTOPOXKEHOCTI JalM MIATPYHTS JJIsi BUSBIICHHS
mikapsmu migo3pumx Ha IIIJI marieHTiB 'y BChOMy CBITI. KpiM 1BOTO, HpOTSATOM
OCTaHHBOTO JECATUPIYYS 3 SBUIKCS TAKOX JECATh O03HaK HactopokeHocTi [IIJ] s
MaII€HTIB JOPOCIOTO BIKY:

e 2 abo Oisblile HOBUX OTUTIB MPOTIToM 1 poky

e 2 a0o Oubllle HOBUX CUHYCHUTIB MPOTATOM | pOKY, PH BiJICYTHOCTI ajeprii

e  Ojna MHEBMOHIS MIOPOKY MOHAJ 1 pik

e  XpoHiuHa Jiapes 13 BTpATOK MacH Tiia

e  PeuumuBytoui BipycHi iH(DeKIi (3acTyaa, reprec, 60pogaBKu, KOHIUIOMH)

e [loBTOpHA HEOOXIIHICTh BHYTPIIIHBOBEHHOTO BBEICHHS aHTHUOIOTHKIB IS
nojo’aaHHs 1H(eKIin

e  [loBTopHI, MUOOKI abciiecu MKIpu a00 BHYTPIIIHIX OpraHiB

e [lepcuctyroua MonoyHuUI a00 rpruOKOBa IHPEKIIIS LIKIPU YU 1HIIMX OPTraHiB

e [Hdekmii, BUKIMKaHI 3a3BHYall HEMIKIUIMBUMH OaKTEpisSIMH, HAIPHKIIAL
TyOepKYIh03

e  PoauHHMI aHaMHE3 EPBUHHOTO IMyHOAEDIUTY

Ak 6auuMo, KpUTEPil IJIs1 AUTAYOTO Ta JOPOCIOro BIKY JEHIO BIAPI3HSIIOTHCS HE
JUIIE CAMHUMU KPUTEPIsIMHU, aje ¥ MiIXOJI0OM IIOA0 KIJIBKOCTI Ta YaCTOTH KIIIHIYHUX
MPOSIBIB. A 11€ BUKJIMKAE OCHOBY JUIS TIIOTE3U TIPO TE, M0 KPUTEPIi I PAHHBOTO BIKY
JiTel OyayTh TaKOK BIPOTIAHO BIIPIZHATHUCS BIJ KPUTEPIiB, HAPUKIAI, IS MM1AJTITKIB.

Takox, 3rimHo 3BiTiB Mepexi 1eHtpiB Jbxepdpi Mogemn, BiACTIAKOBYETHCS
TEHJEHII 10 3MIHU BIIHOCHOI CTpykTypu BusiBiaeHux rpyn IIIJ[. Yacrtora IIIJ] i3
nedinuramMu aHTUTIIOyTBOpeHHs — 51,62% y 2011 p., 45,13% y 2018 p., yacTtoTta
IMyHOIE(DIITUTIB 13 CHHApOManbHUMHU pucamu — 15,62% y 2011 p., 13,23% y 2018 p.
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Heyrouneni IIIJ] i3 TpeTrboro Micisl MPOTATOM OCTaHHIX JECATHPIY 3a YacTOTOIO
BUSIBJICHHSI BUHIILIH Ha apyre Micie y 2018 p., cknasmm 15,04% [85,86].

Axmo BiacmiakyBaTtu kputepii pizaux [11/], po3nogineHux 3a TUIIAMU ypayKeHHS,
MOHA TOBOPHUTH PO OLIBITY 3HAYMMICTh OJIHUX KJIIHIYHUX MapKepiB BITHOCHO IHIIHX.
[{ro pi3HUIIIO 3HAYMMOCTI MOKHA PO3PaxyBaTH 3a JOMOMOIOI0 Pi3HUX CTATUCTHUYHUX
CIOCO0iB.

Hanpuxnan, nposenenuit y BemuxoOpuranii (Manuectep, Hprokacn) anami3
naHux 563 miTelt moao aecsaTH o3HaK HactopokeHocTi Jxeddpi Moaemn mokasas, 1o
cepen 10 o3nak mimo3pu Ha [11]] HasiBHI OLbII 3HaYMMI 03HakH, HiX iHmm [91,92]. 430
NaII€HTIB OYJM pO3MOAUICH] Ha TIATPYIH 3T1IHO IMyHOJIOTTYHUX YPaKE€Hb: HEUTPOPLITIB,
T-nmimdonuris, B-niMponuTiB, KOMIUIEMEHTY, a TaKOK OKpeMa miarpymna 133 marfieHris,
y SIKMX MEPBUHHHUI IMyHOAE(DILUT J1abOpaTOPHO HE MIATBEPAUBCA. [0 KOXKHOI MIArpynH
3actocyBaiu 10 o3Hak HactopokeHocTi III/[. /{ns omiHKM 3anmpOnOHOBAHUX KPUTEPIiB
BUKOPUCTOBYBAIM CTATUCTUYHI METOJU Y2 Ta JIOTICTUYHOI perpecii. 3a MEeToaoMm )2
OIliHIOBAJacs 4YacToTa O3HaK, IO 3yCTpiuaauca y [iTe. 3a JOMOMOIow METOAY
JIOTICTUYHOI perpecii Oyiu MOPiBHAHI BIAHOCHI PU3UKHU KIIIHIYHUX TPOSBIB y KOXKHIN 3
UX TIATPYN MOAO0 IMATPYynd 3  Ja00OpaTOpHO MIATBEPHKEHOIO  BiJCYTHICTIO
iMyHOIe(piUTy. Bysi0 BCTaHOBIIEHO, 1110 YACTILIE BUSIBJICHUMU O3HAKaMU OyJIM HasiBHICTb
ITI[] y poauHi mami€eHTa, HASBHICTh B aHaMHE31 MaIli€eHTa CeNTUYHUX CTaHIB, HASBHICTh
3aTPUMKH PO3BUTKY (3pOCTY Ta MACH TLIa).

BaxnuBicTh pOAMHHOTO aHAMHE3y 3alepeuruTd HEMOXKIIUBO, II€H KpHUTEpii
OUYCBHUIHUI. AJIe CIIiJl 3a3HAYMUTH, IO K Bci 10 03HAK HACTOPOKEHOCTI, Tak 1 3 OUIbII
3HAYMMI 3 HHMX, aHATI3yBaJIMCs JIMILIE CEepell Malll€HTIB, IMyHHY MaTOJIOT0 SKUX y 96%
BUIAJIKaX 3allifo3pwind JiKkapi cramioHapiB. [li JiTH Koouch BK€ Majud XBOpOOH 3
MoKa3aMHu JI0 TroOcCHiTami3alli — Celncuc, MHEBMOHIIO, IHIIY THIAHY a0o TpuOKOBY
naToJyiorito. Tomy 3ampornoOHOBAaHUN AJTOPUTM 3 BEIUKOK BIPOTITHICTIO MOXE HE

11eHTU(IKYyBaTH I1TEH, JIKyBaHHS SKMX MOTJO OyTH Jiniie amMOyIaTOpHUM Ha MOYaTKy
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nposiBiB [IIJI (y TomMy uyucial 3 TOBTOPHUMH TNPOSBAMH), SKI 1€ HE MPOXOJUIN
naboparopuoro obcrexxenns monao I1IJ]. Tomy kputepii, 10 yacTiiie MpPOSIBUINCS B
OpUTaHCHKOMY JIOCHII)KEHHS, MO’KHA BUKOPUCTOBYBATH JJIS BXKE FOCIITAII30BaHUX AITEH
3 BOXKUMH, PIIKICHUMHU a00 MOBTOPHUMHM 1H(eKIissMH, ane He g Beix IIIJI, mposBu
SKUX Ha PAaHHBOMY €Tall MOXXYTh HE BKJIIOYATH 1H(GEKUIHHUNA CUHAPOM ab0 HapOCTaTH
MOCTYMNOBO Ta 0€3 paHHIX rocmitanizaiii. KpiM rporo, 0CHOBHI 1a00paTOpHI CKPUHIHTOBI
METOIM BUSBICHHS IMYHHOI maronorii (OLiHKAa piBHA aHTUTUI, HEUTpoQimiB,
KOMILJIEMEHTY) MOXKYTh HE BUSIBUTH TI€BHI HO30JI0T1i BPO/PKEHUX IMyHOIE(DIIIUTIB.

Kpim niecatu 03HaK HaCTOPOXKEHOCTI 11010 MEPBUHHUX IMYHOAC(IIIUTIB ICHYIOTh
TAaKOX 1HIII JIarHOCTUYHI Kputepli. Bigomuii psii HIMEUBKUX KPUTEPIiB HASIBHOCTI
NEepBUHHUX 1MyHOAe(IUUTIB: aBaHaanaTh o3Hak DSAI (Himenpkoi marmieHTChKOL
opraHizaiii mepBUHHUX IMyHOAeDIIUTIB), AecATh 03HaK AWMF (Acoriaiii HayKOBUX
MenuuHux cniiok Himeyunnu) Ta J{roccenbaopdchbki O3HAKU HACTOPOKEHOCTI.
Metonuka ix po3poOKHM 3acHOBaHa Ha THX CaMUX MPUHIMIAX, 10 ¥ JECATh O3HAK
JTxeddpi Moaest, Marodu 3a OCHOBY BUOIpKY mnartieHTiB y Himeuunni [93].

VY XXI croniTTi po3BUTOK 1HPOPMAIIHHUX CHCTEM MPOIOBKYE HAOUpaTH 00EPTIB
Ta TIPpOHUKAE Yy TiI cdepu KUTTA, sKI paHime Oylad NOpeporaTuBOl0 JIUIIE
byHIaMEHTAIbHUX HAYKOBUX JUCHUILIIH. [H(opmaliiiHi cUCTEMHU HAa ChOTOJHI IIUPOKO
3aCTOCOBYIOThCS JUISl peecTpallii 3BepHEHb B MEAWYHI IICHTPH, U1 BEACHHS 3aIlKCiB
MPOIIECY JIarHOCTUKU Ta JIIKYBaHHS, a TaKOX JJIi KOMYHIKaIll MK JIIKapsSMH, MIXK
JKapeM Ta MaIl€HTOM.

Komm’toTepHi TEXHOIOTIT MOXHaA 3aCTOCOBYBATH JIJIsi BHUSIBJICHHS MAIlI€HTIB 13
[TI1. Hampuknaza, B aMepuKaHCHKOMY JOCIIIJIKEHH1 MEIMYHI 3alliCU A1arHo3iB 187 tucsy
narieHTiB omHiei i3 kiinik Hpio-Mopka, 1m0 Takox € pedepenc-uentpom mo I11JT, Gynu
OLIIHEeHI KOMIT' FoTepHUM ainroput™oM [94]. B anropurm 0yi1o 3akiageHo MOeb 0aabHOT
OI[IHKM PI13HUX BCTAHOBJICHUX MAi1arHo3iB (Bchoro 174 miarnosu). OnHI J1arHo3u Oyiu

omi"eHi B 1 6au, 111 B 2 6anu, a HalOUIBII Cepiio3HUM OyJI0 BCTAaHOBJICHO 3 6anmu. Akio
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namieHT HabupaB 6 GaiiB 4M Olbllle, 3 HUM MPOOYBaIM 3B’SA3aTUCS Ta 3alpolTyBaau Ha
nomatkoBe jabopatopHe oOctexxkeHHs s BussieHns [1IJI. Iledt minxig mae meBHI
Henoniku nsi BusBieHHs [IIJ] y pannbomy nutsyomy Bimi. OJHaK cama MOJENb
JOCIIIJIKEHHST Jy>)K€ BaXKJIMBA 3 OIVISTHY Ha OI[IHIOBAHHS aHaMHE3y BEJIMKOi BUOIPKHU
peallbHUX TMAaLli€HTIB 32 JJOTIOMOTO0 aBTOMAaTH30BaHOTO KOMIT FOTEPHOTO COPTYBaHHS.

HoBi kputepii CKpUHIHTY Ta J1arHOCTUKH MEPBUHHUX IMYHOJE(DIIIUTIB BCe Aaui
BIIX0maTh Bi kKiaacuuauX 10 o3HaK HacTopoxeHOocTi. EQexTuBHICTh MiAXOAIB paHHBOI
JIarHOCTHKY 3JIUIIAETHCS HE Jy’KE€ BUCOKOIO, OCOOJIMBO AJIsl HOBUX HO30JOTIYHUX TPy
IMyHO1€(PIITUTIB.

EdexTuBHUMU METONAMH CTATUCTUYHOTO aHAJI3y BJIACHE KIIIHIYHUX KPHUTEPIiB
MEPBUHHOTO IMYHOAEDINUTY K MapaMEeTPUYHUX O3HAK € Pi3HI MoAMdIKaIlil METOLY ¥2.
MeTon 4oTUpUIIIBHOT TA0IUII BUKOPUCTAHUM TIPH aHaJI131 03HAK YKPATHCHKOTO PEECTPY
JIT€H 3 MEPBUHHUMH IMYHOAE(DIIUTAMH Ta y 3rajaHuX OpUTaHCHKHUX cTaTTAX. [lns
OILIIHKY MPOTHOCTUYHOTO 3HAYCHHS [IUX KPUTEPIiB KOPUCHO MOPIBHATU KPUTEPIT K MiXK
oOpaHUMU TpyMaMHu HO30JIOTIH MEPBUHHOTO IMYHOAE(IIUTY, TaK 1 3 TPYMHOIO JITEH 13
CXOXUMHU KIIHIYHUMH O3HaKaMu, aje 0e3 HasgBHOCTI IMyHHOI marosorii. B Takomy
BUIAJIKY €(pEKTUBHE BUKOPUCTAHHS perpeciiftHoro anamizy. bepyuu 10 yBaru moctynoBuit
PO3BUTOK KIIHIYHMX O3HAK y TpyMi NAIl€HTIB 3 NEPBUHHUM IMYHOAECPIIUTOM Ta
HEOJHOPIAHICTh X O3HAK, CTATUCTUYHUM METOJIOM BUOOPY € HEMapaMeTPUIHUI METO]T
JIOTICTUYHOI perpecii, TaKOK BUKOPUCTAHUN y OpUTaHCHKHUX cTaTTsaX. HasBH1 cripobu
MPOTHO3YBAHHSA 3 OILIHKOIO IMYHOJE(MIIUT-TIOB’ A3aHUX JIarHO31B 13 OAJBHOIO MIKAIO0
(IDR score) 3a D0MOMOTOI0 KOMIT' FOTEPHOTO COpPTyBaHHS 0a3 JaHWUX MEIUYHUX
iHQopMaliitHuX cucteM. AHali3 3a TaKOK METOJMKOKO TMOKa3aB, IO TocmiTamizamii 3
BOKKUMH IMYHOAEC(IIIUT-TIOB’ I3aHUMH CTaHAMU TPAIUISIIOTHCS OUIBIIE B JUTSYOMY BIII,
HIX Yy Jopociiomy. banbHa OlliHKa BUKOpPUCTaHa B YKPAiHChKiM poOOTI 00 Ae(IlUTIB

AHTUTUIOYTBOPEHHS 32 AaHAJIOTIYHOIO IIKAJIOK0 3 JEIKUMU 3MIHAMM.
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Takum YuHOM, 11 PO3POOKH KPUTEPIiB paHHBOI JIarHOCTUKHM TAI[IEHTIB 3
NEPBUHHUMH IMYHOACPIIUTAMH BUKOPUCTOBYBAJIUCS Pi3HI METOJIWKH, B TOMY YHUCII 3
BUKOPHUCTAHHAM 1H(OpPMAIIMHUX CUCTEM Ta BEJIMKUX 0a3 JaHUX MAaIll€HTIB.

[ndopmyBanns gikapiB npo [11/] niiicHo Mae MO3UTUBHUMN e(PEKT 111010 BUSIBJICHHS
IMyHOCKOMIIpOoMeTOBaHUX TmarieHTiB. Hampuknan, 3axomu «J Project» y Cximniii Ta
[lenTpanbHiii €Bpomni MABUIIWINA HACTOPOXKEHICTh JIIKApiB 00  BPOIKEHHUX
imyHOACdiuTIB [95].

B Vkpaini po3pobkoro kmiHiyHUX KpuTepiiB [11/] y miteit akTHBHO 3aiimMaiucs B
CBOIX JOKTOPCHKHUX JucepTalisx mij kepiBHUIITBOM Yepnumonoi JI. I.: Bomoxa A. I1.
(mediuutu AHTUTLIOYTBOPEHHS, 2009), Koctrouenko JI. B. (xoMO1HOBaHI1
imyHonedimutu, 2012), bounapenko A. B. (CTBOpeHHs yKpaiHCBKOTO pPEeCTpy AITeH 3
NEPBUHHUMH IMyHOAepinuTamu, 2015).

B po6otri Bomoxu A.II. (2009 p.) «OcobnuBocTi mnepediry NEepBUHHUX
IMyHO1€(DIITUTIB AHTUTUIOYTBOPEHHS Y JITEH, BU3HAUCHHS PAHHIX KPUTEPIiB JIarHOCTUKH
Ta OOIpyHTYBaHHS IU(EPCHIINHOBAHUX MIAXOMIB 0 JIIKyBaHHS» [96] /i BUBUYCHHS
HO30JIOTTYHUX (opM JedIilUTIB aHTUTUIOYTBOPEHHS Yy JHiTed B YKpaini Oys
BUKOPUCTAHUN METOOJIOTIYHUN BHINE3TaIaHU aMEPUKAHCHKUM MAXiJ 3 TpUuOaIbHOIO
IIKAJOK OLIHKM J1arHO31B, MOB’A3aHUX 3 BPO/KEHUMH iMyHonaedimuTamu. OgHaK y
nepeBaxHoi OuabmiocTi marieHTiB  (68%) 3 HAABHICTIO TMEPBUHHOTO JAEQIIIUTY
AHTUTUIOYTBOPEHHSI CyMapHUI MOKa3HUK OaiiB mepeBuillyBaB 4 Oayu, Ha BIAMIHY BiJl
niTer 0e3 Takoro aiarHo3y (a He 6 0aiB, AKi BUKOPUCTOBYBAJIMCS TIPU KOMITFOTEPHOMY
copryBauHi B Heto-HMopky mnst BusBienns migospu Ha ITIJT). 3MeHmeHHs GaltiB MOXe
SKICHO OIIIHUTU PaHHI MPOSIBU, SIKIIO HAOEPEThCSI HE MEHIIIE IBOX MPOSIBIB 1HGEKIIHHOTO
cUHApPOMY AedIlUTIB aHTUTIIOYTBOPEHHs. [IpoTe MeTo; MOKe 3aCTOCOBYBATHUCS TUTHKH
10 1e(iuTIB aHTUTUIOYTBOPEHHS, a 1€ JIMIIE TOJIOBUHA NMEPBUHHUX IMYHOJIE(PIIIUTIB Y

nonyssiuii. KpiM 11poro, 4yTiuBCiTh METOAY CTAaHOBUTH 68%, 1110 € Ayxke T0OpUM piBHEM,
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npoTe dYacTUHA JiTed 3 JaediuuTaMu  aHTUTUIOYTBOPEHHS OyJe  3aIuIIaTHCS
HEI1arHOCTOBAHOIO, TIOKU HE 3’ SIBJSTHCS HACTYMHI 1HPEKIiHHI TPOSBU 3 BIKOM.

Koctrouenko JI. B. y po6oti «BusiBinenns1, Bepudikariis Ta MEIUIHUN CYyIPOBiA
MEePBUHHUX KOMOIHOBaHUX IMYHOJE(DIIUTIB y AiTeH» IOCHKyBaa KIIHIYHUN Ta
IMyHHHH cTaTyc AiTed 3 KoMOiHOBaHUMU iMyHoaedinuTamu [97]. 3 mpUBOLY KIIHIYHUX
O3HaK OyJia OI[IHEHAa YacTOTa MaTOTHOMOHIYHUX CUMIITOMIB, JaHUX CIMEITHOTO aHAMHE3Yy
Ta BIKY MOYaTKy MPOSBIB MPHU Pi3HUX HO30JOTIYHUX (POopMax MepBUHHUX KOMOIHOBAHUX
iMyHoAeiruTiB. KiiHIYHI OposSiBH IMyHOAE(PIIUTY TAKOX OLIHIOBAJIUCS 3TITHO BIKY
MaIl€eHTIB, 3a JornomMororo kpuBoi Karana-Meiliepa Oyno moka3aHO BHKMBAHHS
NAIIEHTIB 3 OKPEMHMH HO3O0JIOTISIMA TEPBHUHHMX KOMOIHOBaHMX I1MYHOJE(DILHTIB.
[TomiObumit cmoci6 anamizy Kamiana-Meliepa MU BHKOPUCTadd HAMpPHUKIHIIL CBOTO
JOCIKEHHS JJIs1 MOPIBHSHHS €()eKTUBHOCTI HAIIOTO CIOCO0Y BUSIBJIICHHS MAIIEHTIB 13
[T,

B po6oti bonmapenko A. B. «/liarHocTHKa Ta MEIHMKO-COINaJbHUM CYHpPOBiA
NepBUHHUX iMyHOMedIinuTIiB y miteit» [98] Oymno mpoanamizoBano mani 820 BUSBICHUX
MAIl€HTIB 3 MEPBUHHUMH IMyHOjedinuTaMu B YKpaini 3a nonepeani 20 pokis. bymo
CTBOpEHO yKpaiHchkuii Peectp mamienTis 3 [11/]. /laHi yacTHHY MAIIEHTIB 3 IIBOTO PEECTPY
MU BUKOPHCTAJIU B HAIIIOMY AOCIIHKCHHI.

VY 2017 pori Ha kadenpi AUTSYNX 1HPEKIIHHUX XBOPOO Ta TUTAYOI IMYHOJIOTI]
HanionansHOro yHiBepcutery oxopoHH 370poB’st Ykpainu imeni I1. JI. lllynuka Oyno
po3pobiieno npoekt PAIII] (“Panne BusBieHHs nepBuHHUX iMyHOAediuTiB”) [99]. Ha
nepmomy etami npoekty PAIIIJ[ Oymo mpoBemeHo omiHky 20 KpuTepiiB IMiI03pijaoro
BUIAJIKY 1100 NepBUHHOTO iMyHoAediuuTy y aited [100]. IIpoekT nmpoxoauB y pizHUX
obnacTsax Ykpainu (nutoTHuil perion y 2017 pomi — YepHiriBcbka o6macth). KiHiua1
MapKepu MEepBUHHUX IMyHOAePIuUTIB Oyiu TpaHCPOPMOBaHI HAMU B aHKETY 3 18 muTaHsb,

AK1 Oyu O 3p0o3yMiIi JTiKapsiM IEPBUHHOT JIAHKH (PUCYHOK 1).
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[NosHauHTH HAsIBHI NOKa3M A5 KOHCY/IbTaLil AHTAYHM iMyHOJIOrOM
naec abo ranovka (anoexwoc Aikap!)
[THeBMoHii: 2 i Ginklue enizo/iB NPOTATOM KHTTA

Ocreomienir, Bicuepansuuit abeuec, MeHinrit, paermona, cencuc abo
iHBa3HBHHHA MiK03 B aHaMHe3i

PeuupueHi a6o xpoHiyuHi ruiiini otuTH (Ginbwe 4 enizogis), ruiiui
CHHYCHTH, XpPOHIYHHI BpOHXIT
BponxoekTasu

[nderuil wkipu Ta M'AKKUX TKaHKH (2 i Ginblie enizopis): nowHpexa
niogepmis, pypyHkynu, abcnecu, ruiiui nimdapenity, nanapuuii,
napanpoKTHTH

3aTpuMKa BiinaAiHHA NYNOBHHHOO 3anHIKy (nizHiwe 14 fo6u), norane
3aro€HHsA paH

YcknagHeHui nepebir BLUXK-sakuuuauii (migreeppxkennii prusiarpom)

[loBTopHi enizogn MoMOYHKLI ¥ AHTHHHU cTapiie 3 MicALiB, CTOMATHTIB,
OHiXoMiKo3iB.

XpoHiuyHa fiapes (noHas 1 Micans) 3 cHHAPOMOM MasibabcopoLil.
[emaTtonoriyyi nopyuwenHs (y 2 Ta Gijslue reMorpamax):
TpoMGoLHTONEHIA - MeHwe 70 * 109/n

YUC/I0 NANHYO0K + cerMeHTiB MeHe 15% y dopmyani kposi

uyucao Aimpouuris menue 15% y popmyni kposi
[loBTOpHA BHCOKA JIMXOMaHKa 6e3 BHAMMOI NPHYHHH 3 060B'A3KOBOIO
HAABHICTIO 3ana/IbHUX 3MiH B KpoBi (nelikoyuTos, nijsuienys OE, C-
peakTHBHOro bisKa).
PeuuaHBHi 6e3npHYMHHI He3anaabHi HAGPAKH WKipH (HaBpaAK ry6,
KiHL[iBOK) 260 c/IM30BHX 060JI0HOK (MacTi CTEHO3H ropTaHi 6e3 iHImux
npossie ['PBI).

Arakcia (nigTBEpAMXEHA HEBPOJIOTrOM), OCOOJHBO ¥ IOEJHAHHI 3
TejleaHriekTasiaMu.

Mikpouedanisa (OKpyKHICTE roJIOBH MeH1Ia 28 15 BiANOBIAHOTO BiKy Ta
crari).

[loeananua BpofxeHol BagH cepus 3 cyJoMaMH Ha Tai rinokanbuiemii

Haasuicts imyHopediuuty B cimeiinoMy anamHesi aGo cMepTh jiTeil B
poauHi Big indekuiiHHX / OHKOJOTYHHUX 3aXBOPIOBAHD.

Pucynox 1: Anxema Ons 7nikapié nepeuHHOi J1AHKU NPO AHAMHE3 OUMUHU

(cmopinka 2 3 kapmu yuachuxa npoekmy PAIIl/])

CnoyaTky erami IUTA4Yl IMYHOJOTM NPOBOJWIM HaBUaHHS JIIKApIB-TIEAiaTpiB
MIEPBUHHOT JIAHKU IOJI0 KPUTEPIiB BpOHKEHUX iMyHoAedinuTiB. Ilicns mporo mikapi-
nejlaTpy aHKeTyBajiu OaThbKIB Ha BUSIBJIEHHS MIJO3pW HA Il 3aXBOPIOBAHHS y AITEH.
Hactynuuii eran mnepenbadaB KOHCYJbTallli AUTSYAMU IMYHOJIOTAMH MaJeHBKUX
MAII€HTIB, M0 BIAMOBITATN KPUTEPisiM, BKa3aHUM B aHKeTi. B KoHcymbrarisx Opanu

y4acTb aBTOPHU L[LOTO MPOEKTY.
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Amnami3z pesyabrariB PAIIIJl mokazaB, 1m0 MH CTUKHYJHCS 3 HPOOJIEMOIO
HETOYHOCTI 1HTeprpeTamii neaiaTpamMd (OPMYNIIOBaHb Yy NHUTAHHSIX aHKETH. Xodya
KpUTEpii HaM, K JTUTSYUM IMYHOJIOTaM, 371aBaJIUCsl OJJHO3HAYHUMU, OJTHAK JOBEJIOCS 1X
BUJI03MIHIOBAaTU. Hampukiia, Bka3yBaTy rpaHUYHE YUCIIO HEUTPOoPTiB Ta TiM(GOIIUTIB HE
B a0COJIFOTHUX 3HAUEHHSX, @ Y BIICOTKOBUX — MEHIII TOYHO, ajie OUIbII JOCTYIMHO. Takox,
HaIpUKIaa, KPUTEPIN «pelUANBHI JUXOMaHKH 0e3 1Hmmx cumnTomiB ['PBI» moxuBo
MIT Bi3yanbpHO crpuiiMatucs sik HasBHICTH [ PBI. Tomy nuTanHs aHKeTH HEOZHOPA30BO

BHUJIO3MIHIOBAJIMCS JIJIs1 P13HUX MIiCT YepHIriBChKoi 00J1acTi.

2.3. Po3po0ka kiiniynux mapkepis IT1J1

[Ipu ouiHIOBaHHI KJIIHIYHOrO rnepediry pisHux BapianTiB [1IJ[ Mu BHOKpemuiu
HalyacTil KJIIHIYHI TpOSBH, sIKI MOIJIM O CBIIYMTHU PO MiJI03pY HA Il 3aXBOPIOBAHHS.
JIist 1bOrO MU MpOaHANI3yBaJIM yCi €Mi30/Id XBOpoO B aHAMHE31 MAIliE€HTIB, sKi Opanu
y4acTb y AociipkeHHs. Takoxk Mu BpaxyBaiu gecsaTh kpurepliB @ynpauii Jxeddpi
Mopnenn, ykpaiHChbKi ABAAISATh KPUTEPIiB MIJO3PUIOrO BUIIAJIKY MO0 TEPBUHHOTO
imynonedpinuty y miteii [100], a Takox (GopmyitoBaHHS 3amuTaHb, 10 CTABUJIHCSA B
anketiB npoexty PATILJ] [99].

Takum ymHOM, MU oTpuManu 36 wmiHiuHMX MapkepiB I[IIJ[: 19 kinbkicHUX
MapKepiB, [0 MOXKYTh MPOSIBIATUCS HEOAHOKPATHO (ITHEBMOHIS, THINHUN OTUT, THIMHUMA
CHUHYCHUT, abCIIeC MIKIpH, PEIUINBYIOYNNA CTOMATUT, KaHIUI03, OHIXOMIKO3, ITaHAPHIIIH,
OCTEOMIENIT, MEHIHTIT, (hJISTMOHA, CETCHUC, 1HBA3MBHUN MiKO03, a0OCIIEC BHYTPIIIHHOTO
opraHy, THIAHUA  JiMQaaeHiT, NapanpoKTUT,  HEUTPOIEHis,  JIMQOMeHis,
TpoMOouuToneHist), Ta 17 AKICHUX MapKepiB, 10 MOXKYTb OyTH HasBHI ab0 BIACYTHI y
namieHTa (XpoHIYHUI OpOHXIT, OPOHXOEKTa3M, MOIIMPEHE THIMHUYKOBE 3aXBOPIOBAHHS
IIKIpW, 3aTpPUMKa BIANAIHHA MNYNOBUHHOTO 3aJMILIKY, IIOraHE 3aro€HHS paH,

ycknaaHeHHs: micas mieruienHs BIDK, xpowiyna niapes, moBTopHa Oe3nmpUYMHHA
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JUXOMaHKa 13 3anaJIbHUMHU 3MiHaMH B KPOBI, TOBTOPH1 O€3MPHUYNHHI HAOPSKHU IIKIpH a00
CIIM30BUX OOOJIOHOK, CHCTEMHE YPaKCHHsS IIKIPH y BUTIIAAI €K3eMH abo iXTio3y,
CIUICHOMETaisl, aTakcis, TeleaHriekTasii, Mikporedalis, BpO/yKeHa Baja cepls B
KOMO1HAIIi 3 CyJloMaMH, paHH1 CMepTI JiTel y ciM’1 Bij] iHPEeKIIHHUX a00 OHKOJOTTYHUX

XBOpOO, A1arH03 MEPBUHHOTO IMYHOAE(DILIUTY Y POAHUIB).

OminuBimm pi3Hi crnocoOu BusBieHHs mnariedtiB 13 [I[J[ moxnHa 3pobutn
BHUCHOBOK, 1110 JUIS BUSIBIICHHS TaKUX MAIll€HTIB MOTPiOHI ABa eranu. Ha nmepmiomy erari
noTpioHo 3amigo3putu I1IJ] 3a KIIHIYHOO CUMIITOMATUKOIO MailieHTa. Jpyruii eram —
HaIlpaBUTH MIJ03PLIOro MallleHTa Ha KOHCYJIBTAIIO JI0 JIKapsA-IMyHOJIOTa, SIKUH MOXKE
npoBecTH AU epeHITiHY J1arHOCTUKY M1 PI3HUMH HO30JIOT1SIMU IMyHOIe(IIUTIB 200 K
BUKJIFOUUTH Takuil niarHo3. Etan nudepenuiroBanHs pizHux BapianTiB I1IJ] He meHIn
CKJIQJHUI, 3aT€ 3pO3yMUIHIA.

HaiicknaguimmmM eraroM st paHHboi giarHoctuku [IIJ] 3amumaerbest erar
nigo3pu (nmepummid etam) 3 orisay Ha Te, wo [II/] € rpynoro piaKiCHUX 3aXBOPIOBaHb,
yepe3 1m0 1HGopMallisi MPo HUX HEMOIIUPEHa Cepel MMPOKOTO 3arajy K Mari€eHTiB, TaK 1
JKapiB.

Mu BUPIIUIU CTBOPUTH IMYHOJIOTIYHMM OHJIAWH-TECT — CHEUIAIbHUN CAlT B
MEpeXi 1HTEepHET, SKHM JO3BOJUTH OI[IHIOBATH aHAMHE3 IEIlaTpUYHUX IaIli€HTIB Ha

peaAMeT HasiBHOCTI KIiHIYHUX Mapkepis T11/].
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PO3JILI I
CTBOPEHHS OHJIAMH-TECTY JUISA BUSABJIEHHSA Y JITEN MIJIO3PA HA
BPO/I’KEHI IOMWJIKUA IMYHITETY

3.1. Po3poOka OeTa-Bepcii iMyHOJIOTIYHOT0 OHJIANH-TECTY

dopmyaroBaHHS KpUTEPIiB, 3acTocoBaHi y mpoekti PAIII/], 6ynu Bukopucrani y
2018 pomi st po3podku Gera-Bepcii (MpoOHOT Bepcii) IMyHOJIOTTYHOTO OHJIANH-TECTY.
KitiHiuH1 Mapkepu 4aCTUHU MUTaHb IMYHOJIOTTYHOTO OHJIAWH-TECTY MICTSTh YTOUHEHHS
Ta (pOpMyJIIOBaHHS, IO BIAPI3HAIOTHCSA BiA mamnepoBoi aHkeTd npoekty PAIIJ. [Ins
MTHEBMOHII BKa3aHO, 11O 11€ JIUIIIE PEHTI€HOJIOT1UHO MiATBep/KeH1 MHeBMOHIT, 1151 BIK-
YCKJIAJAHEHb — JIMIIE MIATBEpIXKeH! (rusziaTpoM. JIJis THIMHUX OTHUTIB 1 CHHYCHTIB
JIOAATKOBO BKAa3aHO «(JIWIIE THIMHDY. /(715 THIMHUX CUHYCHUTIB TaKOX PO3MUCAHO «THIMHI
raiMopuTH + €TMOIIUTH + (GPOHTUTHY JUIS MIUPIIOTO PO3yMiHHS marieHTamu. Hamani
PO3’CHEHHSI ISl MAIll€HTIB IIOJ0 TEPMIHIB «aOCIec», «KaHIUI03», «OHIXOMIKO3Y,
«IHBa3WBHHUI MIKO3», «IaHApHIlIA», «aTakcCisy, «TeJICaHTIeKTa3lsy, «MiKpoledaisy.
Takox yTOYHEH1 TpaHUYHI TEPMIHU ISl 3aTPUMKH BIANAJAIHHS MyTOBUHHOTO 3aJUIIKY
(mizuime 14 gHIB), a AJId €mi30/41B KaHIU03y — NPO HEOOX1JHICTh BPaXOBYBATH iX JIUIIIE
micist 3-MiCSIYHOTO BIKY.

OHnaliH-KOpUCTYBa4 TECTY, SIKUM MOX€ OyTH SIK JIiKap, Tak 1 OaTbKU TUTHUHH,

BBOJIUThH ATy HAPOKEHHSA Ta CTaTh IUTUHU (PUCYHOK 2).

BeepiTb iH(popMauio Nnpo ANTUHY
DaTta HapoaeHHA OUTUHW

MicALb v

CTaTe ANTUHA

BKAXITE W
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Pucynox 2: Ckpinwom uacmunu expamy IiMyHOI02TYHO2O

docmyny. immunotest.pp.ua

BKaxiTb, CKinbKW pasis y AUTUHN Byna sKach i3 UMx Xsopob
MHesmoHil (TINbKN PeHTreHoNorivHo NIATBEPAKEHI)

pasis

THIMHI oTUTY (TiNbKY rHINHI)

pasis

HiKHI ranmMopuTy + eTMOoIAUTY + (DPOHTUTH (TINbKK MHIlHI)

pasis

ABcuec (rHifiHe ypaxeHHs) WwKipu

pasis

Cromarury, He nos'asaHi 3 i , Ximi T

pasis

Kanauaos (MonoyHuys), Bpaxosysart nuwe enisoau Nicns 3-MicAYHOro Biky

Pucynox 3: Ckpinwom uwacmunu expawy IiMyHOI02IYHO20

docmyny. immunotest.pp.ua

OHIIAUH-MeCmy, DeHCUM

OHAAUH-MECmY, DeHCUM

Jlami KopuCTyBa4 BBOJMTH KIJIbKICHI MOKa3HUKH aHaMHE3y IIOJ0 KIIHIYHUX

BUIAJIKIB (pUCYHOK 3):

BIKY

e IIueBMOHIi (TUIBKM PEHTT€HOJIOTIYHO MIATBEPAKEH] )

e T'milini oTUTH (TITBKY THIWHI)

e T'nilini raitMmoputu + €TMOITUTH + (POHTUTH (TIJIBKH THINHI)

*  AOcuec (THiiTHE ypakKeHHS) MIKIpH

. CromaTuTH, HE MOB'sI3aH1 3 MEXaHIYHUMH, XIMIYHUMHU TPaBMaMu

*  Kanamno3 (MoJOYHHUILIS), BPaxOBYBaTH JIMILE €Mi30AH MICHs 3-MICIYHOTO

. OHixoMiko03 (TpUOOK HITTIB)

. [Tanapuitiii (THilHE 3anajeHHs] M'SKUX TKAaHUH TaJIbIIIB)

S0 quTHA Maia TOCHiTali3arii, e BKa3yeThCsl TOAATKOBO — BIIKPUBAIOTHCS

TIOJIST ISl HACTYMHUX KIJTbKICHUX TTOKa3HHUKIB:

. OcreoMmieimiT
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MeHiHriT

dnermoHa

Cencuc

InBa3uBHUI MiK03 (TpUOKOBE 3aXBOPIOBAHHS BHYTPIIITHHOT'O OPTraHy)
Abcrec (THilHE ypaXXeHHs) BHYTPIIITHBOTO OpraHy

["HifiHMA TiMbaaeHiT

[TapanpoxTut

Hepez[6aquo, 110 y BHUIIAAKY HasIBHOCTI B KOpHUCTyBa4a p€3YJII>TaTiB 3araJilbHOI'O

aHami3y kposi (Biag 1 g0 3 aHaiiziB), MeBHI JaHI MOKHA BBECTH B OKpEeME MOJie — PiBHI

JEHKOUUTIB, NAIMYKOAIEPHUX Ta CETMEHTOSIIEPHUX FPAHYJIOLHUTIB, TIM(OIUTIB, a TAKOXK

OKpPEMO PiBHI TPOMOOITUTIB.

HactynHi nuTaHHsS CTOCYIOTBhCSl SIKICHUX KJIIHIYHMX JaHUX, HAsBHICTh SIKMX

MO>KHA BIAMITHTH MO3HAYKOIO «TaJI0YKAa»

1 micsp)

XpoHiuHMM OPOHXIT (BCTAHOBJICHUH /11arHO3)

bponxoekrazu

[Tommpena mioaepMist (CTiMKE THIMHUYKOBE YPaKSHHS IIKIPH)
3aTpuMKa BiANAAIHHS TyTIOBUHHOTO 3aMIIKY (Tri3HiIIe 14 mo6u)
PaHu 3aroror0ThCs AyKe TOTaHO

VYceknagnenns BLDK-pakumHarii, mareeppkeHe GTuziaTpom

XpoHiuHa Aiapes 13 BTpaTor Macu Tina (HelH(EKIIHHUN MPOHOC MOHAJ

[ToBTOpHa BHCOKa JTMXOMaHKa 0€3 BUAMMOI MPUYHHH 3 OOOB’SI3KOBOIO

HAsIBHICTIO 3aNIaIbHUX 3MIH B KpoBi (0€3 1H(]eKI11i, 3 MiIBUILIEHHAM KUTbKOCTI JISUKOLIMTIB,

IIIOE, C-peakTuBHOTO O1JIKA);

106T0 HEMACE 03Hak 3acTyau 4M 1HIITUX XBOPOO, a TemmepaTypa pocte Buiie 38

°C 3HOBY 1 3HOBY 3 [IE€BHOIO MEPIOUYHICTIO
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*  TloBTopHi Oe3MpUUMHHI He3analbH1 HAOPSAKH MIKIpU (HAOPSK r'y0, KIHIIIBOK)
a00 caM30BUX 000JIOHOK (YacTi cTeHo3u ropTai), konmu HEMAE iHmux mposBiB 3acTyau

*  TloctifiHi artomiyHi BUCHUIIAHHSA (€K3eMa) YW JYIIEHHS IKIpH (1XTi03)
0JIM3bKO TOJIOBUHU Tij1a a00 OlJibiie

. Crenomeraitist (30UTBIIIEHHS CEJIE31HKH ) TIOCTIMHOTO XapaKTepy

*  Artakcis (mopyueHHs X0u), MiATBEepHKEHA HEBPOJIOTOM

*  Teneanriekra3ii (CyTuHHI 31pOYKHM Ha MIKipi 00O CKIepax oveii)

*  Mikpormedaris (Mana OKpY>XKHICTh TOJIOBH)

*  Bpomxena Baga cepusg B KoMOiHamii 3 cygoMamu (CyJOMH BHACIIJIOK
HU3BKOTO PIBHS KAJIBLIIIO B KPOBI)

. Panni cmepTi aitei y ciM'i abo poaudiB Bia 1HPEKIIHHUX, OHKOJOTTYHUX
XBOPOO

e JliarHo3 NEpBUHHOTO IMyHOAE(DILMUTY y POJAHUYIB

BpaxoByroun cuMnTOMaTHKY AOCHIHPKYBAHUX MAIlIEHTIB, OyJIU MOAaHI KpUTEpii
CUCTEMHUX MOPYILIEHb WKIpU (€K3eMa, 1XT103) Ta CIJICHOMEralii.

MenuyHa cKkiIagoBa Ha MOMEHT CTBOPEHHsS OHJIAMH-TECTY TMepeadadana
BUKOpUCTaHHA cuctemMu OamiB (Bim 0,5 mo 2 0GaniB) KOXXHOTO KIIHIYHOTO MPOSIBY
NEPBUHHOTO IMYHOAE(PIUUTY 3aJIEKHO BiJ HOro BIUIMBY Ha SIKICTh 3/IOPOB'Sl Ta KUTTS.
banu Oynu BCTaHOBJIEHI €MITIPUYHO BiJIMOBITHO BAXKKOCT1 KOKHOTO KJIIHIYHOTO CTaHYy.

3riIHO BBEJEHUX JaHUX IMYHOJIOTIYHUN OHJAWH-TECT 3JaTHUW BHUSIBUTH
BIJICYTHICTh MZ03pU HAa IMYHOJE(DIIUT a00 PEKOMEHIYBATH 3BEPHYTHUCS 10 JUTSIYOTO
iMyHOJIoTa (TICTsE TPOXO/KCHHSI OHJIAWH-TECTYBaHHS BHCBITJIIOIOTHCS  BapiaHTH
pEKOMEH/Iallli MIaHOBOT0 a00 TEPMIHOBOTO 3BEPHEHHS). SIKIII0 KOPUCTYBauYe€M OTpUMaHa
pEKOMEHAIlisl CIeliaTi3oBaHoi KOHCYJIbTallii, € MOXKJIUBICTh BKa3aTu JaHl NUTUHU Ta
TOr0, XTO MPOXOJUB OHJIANH-TECTYBaHHS, MICJS I[OTO BIAMITHUTH 3TOJy Ha OOpOOKY
MEepPCOHATBHUX JAaHUX Ta PO3APYKYBaTH pPEKOMEHalliiiHe 3akitoueHHs. BBeneHi naHi

30epiraroThcs 3ammu(poBaHUMH B CEPBEPHUX TAOIUIAX 0a3 TaHUX.
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OTpumaHe peKOMEHJIAIiiiHe 3aKIIOYEHHS MOXHA TpPe SBUTH TUTIUYOMY
JiKapeBi-IMyHOJIOTY Ha O4YHIM KoHCynbTallii. BHHU3Y CTOpiHKM OHJIAliH-TECTy HasBHA
IHTepaKTHBHA KapTa AWTAYMX IMYHOJIOTIB YKpaiHM 3 iX KOHTaKTHUMH JaHUMH, 1100

MPHUIIBUJIIIATH MOITYK JIiKapsl Ta 3aliC B TOW YU 1HIIMK MEAUIHUHN 3aKyIa.

3.2. Texniuna peasizanisi IMyHOJIOTiYHOT0-OHJIAMH-TECTY

Joctynm 10 IMYHOJOTIYHOTO  OHJIAHH-TECTY pealli30BaHO 4Yepe3  CalT
immunotest.pp.ua, TakoXX MOCUJIAHHS Ha pPECypC HAJAETbCS HA I1HTEPHET-CTOPIHII
Bceykpaincpkoi acomiarii auTs4oi imyHoorii — vadi.org.ua/test.

JUJ1 MOKIIMBOCTI JOCTYITY JI0 CaiiTa IMyHOJIOT'TYHOTO OHJIAH-TECTY KOPUCTYBauy
NOTP10€H KOMIT I0Tep 3 Oyb-sIKOI0 Bepciero onepaTuBHOI cuctemu (Microsoft Windows,
Apple Mac a6o Linux) ta 6pay3ep 3 BUXOJ0M Y MepexKy iHTepHeT. JlocTyn 10 OHJaliH-
TecTy OyB HEOTHOKPATHO MEpPEBIPEHUN Ha HaJIeXKHE PYHKIIIOHYBaHHs 3 Opay3epiB Google
Chrome, Apple Safari, Microsoft Explorer, Microsoft Edge, Opera, Mozilla Firefox sik 3
KOMIT IOTEpIB, TaK 1 MOOLITFHUX anapatiB. Takox nepeBipeHi MoOUIbHI Opay3epu Samsung
Internet Ta Xiaomi Mi Browser. B ycix nmpotecTtoBanux Opay3epax yciX OnepaTUBHUX
cUCTeM pobsieM y GyHKIIOHYBaHHI IMYHOJIOTIYHOT'O OHJIaH-TecTa He 0yJIO BUSIBIICHO.

st pyHKIIOHYBaHHSI CalTy BHKOPHUCTaHI CEPBEPHI MOTYXHOCTI MpoBaiepa
OVH Group SAS, posramoBani y ®@panuii Ta [loabiii, a Takox MaplupyTU3amio yepes
CDN-cepgic Cloudflare, siskuit qormomarae MpUIIBHAIIATHA JOCTYII A0 OHJIAHH-pECypcy 3
Nepepo3nO17IOM IIBUIAKOCTI IOCTYITY Uepe3 CEPBEPH B yCiX YaCTHHAX CBITY, B TOMY YHUCII
3 cepBepoM y KueBi. Takum 4MHOM, KOpHUCTYBaul 3 YKpaiHU OTPUMYIOTh HaJA3BUYANHO
BHCOKY IIBUKICTh IHTEPHET-AO0CTYITY /10 IMyHOJIOTTYHOTO OHJIAWH-TECTY.

JIiss  CTBOpPEHHS 1MYHOJIOTIYHOTO OHJIAMH-TECTy BHUKOPUCTAaHE MpPOrpaMHe
3a0e3MnedeHHs 3 BIIKPUTUMHU TUIIaMH JiiieH3iil. [IporpamMua ocHoBa (OekeH) HamucaHa 3

BUKOpUCTaHHAM MOBU BeO-miporpamyBanHs PHP Hypertext Processor [101]. s moBa
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MIporpaMyBaHHs JI03BOJISIE 1 OTPUMYBATH JaH1 BiJl KOPUCTYBaya, 1 00poOJaTH iX (B TOMY
YHCIIi TPOBOAUTHA MaTEeMaTH4HI Omeparlii), 1 BABOJUTH KOJI caiiTa 3 Oro Bi3yaii3alli€io B
Opay3epi kopuctyBada. BizyanbHa yacTuHa (PpOHTEH]1) BUKOHAHUN 3 BUKOPHUCTAHHAIM
BIJIKpUTOTO KoJia Bootstrap, 1110 4acTo BUKOPUCTOBYETHCS JJIsl CTBOPEHHSI CalTIB Ta BEO-
nonatkiB, MicTuTh mabdiaonu CSS ta HTML mnsa tunorpadiku, KHONOK, HaBiraiii, Gopm
Ta 1HIUX KOMIOHEHTIB iHTepdeticy [102]. B po3pobieHoMy TeCTI BUKOPUCTAHI THUIH
¢bopM 3 KUIbKICHUMH YHUCIOBUMHU TOJSMH, TOJSMHU MO3HAYOK BUOOpPY “‘Tak-abo-Hi”,
MOJIIMU BUOOPY BapiaHTIB, @ TAKOK KHOIIKaAMU HaBIraIlii Mi>k eTariaMyd OHJIaAiH-TECTY.

Cucremoro oHIaH-TeCTy nependadeHi po3paxyHKH BIKOBUX KoediiieHTiB. beta-
BEpCii CHUCTEMH JUHAMIYHUX BIKOBUX KOE(ILIEHTIB po3po0ieHa BIAMNOBIIHO
JIOTICTUYHOMY 3POCTaHHIO KyMYJISATUBHUX KIIHIYHHUX MPOSBIB Y AUTHUHU 3 TIEPBUHHUMU
IMyHOJIE(DILIUTOM Ta BUXOAY KUIBKOCTI MPOSIBIB 3 BIKOM Ha “mjiato’.

Koe@irieHT aBTOMaTHYHO OKPYIIIFOETHCS 3 TOYHICTIO 0 COTUX 3HAYEHb BIJTHOCHO
MOCEKYHJHOr0 BIKYy TMalli€eHTa. Big HapomKeHHs 10 BUMOBHEHHS 1 POKY - KOEPIIEHT
MOCTYMOBO 3HWKYETHCS BiJ 4 110 2, najii 10 7 pOKiB BKIIOYHO - TOCTYIOBO 3MEHIIIYETHCS
10 1, 3 8 1o 10 pokiB BKJIFOUHO - 30epiraeTbcs Ha piBHI oauHMUIl, a 3 11 g0 18 pokiB -
MOCTYINOBO 3MeHIyeThess Bil 1 nmo 0.75. ['panuuni koedilieHTH 3akiajeHl HaMH B
1H(pOpMaIlIiiHy CUCTEMY EMITIPUYHO, BPaXOBYIOUM PsAJl MOMEHTIB: BaXKJIMBICTb PAHHBOL
JIarHOCTUKY MEPBUHHUX IMYHOAC(IIUTIB (PU3UKUA BAXKKOI BPOHKEHOT 1H(DEKITT YMOBHO
BIB14l OupII migo3putl monao /I, Hixk aHamoriyHoi naToJorii y Bimi 1 poky), yacTimmi
MOYATOK KIIIHIYHUX MPOSIBIB Y PAHHBOMY JIUTSYOMY BiIll Ta KyMYJISITUBHICTD KJIIHIYHUX
cUMNTOMIB 3 BikoM. Lle Takox 03Hauae, 10 MPHU BIACYTHOCTI B @aHaMHE31 paHHBOTO BiKY
BaYKKHMX MPOSBIB 3aXBOPIOBaHb, Y TOMY YUCI1 BIICYTHOCTI rociTaiizamnii 3 iHpeKIiitHo0
MaTOJIOTIEI0, & TUTUHA BKE TEpeHIuia y M TKOBUMA BIK, KoedimieHT Oyae WMOBIPHO
MEHIIINHN 32 OAUHUILIIO.

CymapHuii 6an HassBHUX KJITHIYHUX MapKepiB MHOXKHUTHCS HA BIKOBUI KOE(DIITIEHT,

10 B pe3yJIbTaTl Jla€ BIKOBY IIKAJIy PU3UKIB IEPBUHHOTO iMyHOAedinuTy. Kibka pa3iB
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Oanu KIIHIYHUX MapKepiB 3MiHoBanucs. Hanpukian, 6an kanauao3y OyB 3MiHEeHUH 3 1
Ha (0,5, OCKUIbKH KaHAMI031 X0U 1 € BaXYUMHU 3aXBOPIOBAHHSIMU, HIK, IPUMIPOM, THIMHUN
OTHT, ajie iX PU3HMKH 100 M103pH Ha IEPBUHHHUMN IMYHOASMIIIUT MPHUOIU3HO OJTHAKOBI.
Ane npu upomy, 6an OJHOrO emi30Ay 1HBa3WBHOIO MIKO3y MM BCTAaHOBWJIM 3HA4YHO
OinpmmM — 1,5 Ganu.

[Ilo6 oTpuMaTH 3aKIIOYEHHS IMYHOJIOTIYHOTO OHJIAH-TECTa, KOPUCTyBad
BBOJWTH KIJbKICHI Ta SKICHI 3HA4YeHHSA OHJaiH-aHkeTH. [Ipm HaTUCKaHHI KHOIIKH
“IlepeBipuTH’, 110 3HAXOAUTHCSI HUKYE YCIX MUTaHb, Opay3ep KOpUCTyBaya repeaae Ha
cepBep caiita 3anut tTuny POST [103], mo micTuTh ycio BBeleHy iH(opmaIrito. SKIno
KOPHUCTYBa4 He BBIB JjaH1 B 000B’I3KOBI1 MOJIS, HAPUKJIA]T B TIOJIE JATHU HAPOJKEHHS, HOMY
Oylne mMmokazaHe IONepe/KEHHS MPO HEOOXITHICTh BBEACHHS HHMX MaHuX. [lig gac
3aBaHTaXCHHS HACTYITHOI CTOPIHKY MPOTSATOM MEHIIIE CEKYHIU Yacy CepBep aHaIi3ye IIi
JlaHi: IEPEMHOXKY€ OTPUMAaHI JIaHi KJIHIYHUX MapKepPiB Ha BIAMOBIIHI iM (yXKe 3aKiiajeH1
B CHUCTEMY) KOEQIIIEHTH Ta CyMY€ Il 3HAUYCHHS PU3UKY, BUPAXOBYE MOCEKYHIHUM BIK
Nall€HTa 1 BIKOBUH KOE(ILIEHT, MHOXUTh 3HAYEHHS PU3HMKY HAa BIKOBHM KOE(ILIEHT.
Otpumanuil pe3ynbTar TpaHcPOPMY€EThCsl B OJUH 13 BapiaHTIB: “Hemae Miao3pu’”’, “‘e
mio3pa, IJIAHOBO 3BEPHITHCSA JO JKaps-iMyHoJiora”, “€ BHCOKa Iij03pa, HETaiHO

3BEPHITHCS /10 JiKaps-iIMyHOJI0Ta” (PUCYHOK 4).

Pesynbrar

3rigHO BBEAIeHMX AaHuX, IMyHHa cuctema AUTUHK BIpOrigHO Mae
AYyXe cepuo3Hi NOpYLLIEHHS.
PekomeHz0BaHO TEPMIHOBO 3BEpHYTUCS A0 NiKaps-iMyHosora.

BeegeHi fani Npo AUTHHY MoxHa 36eperTu. OTpUMaiiTe 3aK/IYeHHA TeCTy Ta NPUHECITL
Ha KOHCyNbTawiio nikapesi. Lie Moxe SKICHO 4oNOMOrTH y BUOOpI NOAaNbLWOT TaKTUKK

36epertv 3aKMiOUeHHA

Pucynox 4: Cxkpinwom uyacmunu expawny pe3yiomamy iMyHOJI02IUHO20 OHJIAUH-MECHL),

pedxcum oocmyny: immunotest.pp.ua
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Ha cropinkax iMyHOJOTIYHOTO OHJIAWH-TECTa € TMOCWJIAHHA Ha 1HTEPAaKTUBHY

KapTy IUTSYUX IMyHOJOTiB YKpainu. Kapra Oyna cTBopeHa Jyisi MOJIETIEeHHS aJIpeCHOTO

3BEPHEHHs JI0 PETIOHAJBHMUX CIELIATICTIB, MICTUTh JlaHI MPO Micle iX poOOTH Ta

KOHTaKTHI1 JIaHl JJIs 3alK1Cy Ha MPUIOM (PUCYHOK 5).
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Pucynox  5: Kapma  oumsauux  imynonocie  Yxpainu,  pescum

immunotest.pp.ua/karta
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36epertv 3aKMONeHHR

-- 06epiTb, XT0 BK? -- v

-- 06epiTL perioH -- v

| AogaTeos: £
SEE TP PP

-- BKaXITb, 4i rocnitanizosHa AvTuHa 3apas? -- v
-- 41 BCTRHOBNIOBANM ANTHHI QIArHO3 NePBUHHOIO iMyHoaediyuTy? -- v
-- 06epiTb, AK BK AQi3HANWUCA NPO et TecT? - v

Aaki npo 3axeopiosaknn Gydyms 3ax0d08ari ma BHeCeH 8 6asy GaHUX IHPOPMALIOHOT CUCMEeMU Ma CMamucmuYHO

oGpoGneni. Mepcoxansi daHi He NePedalombCR MWwuM ocobaM. IHoprosHa 3200a Ana dimed do 14 poxis, cmapwe 14 poxia

MoroguTnca Ta OTPUMATU 3aK/THYEHHA

Pucynox 6: Ckpinwom uacmunu expawy IMYHONO02ITYHO20 OHAAUH-MECMY, DeHCUM

docmyny. immunotest.pp.ua

Sxmo kopuctyBau 3abakae 30eperTd BBEIEHI JaHi, MO0 TMOKa3aTH JIKapo Ha
KOHCYJIbTAllll, BIH MOXX€ HAaTUCHYTH KHOMKY ‘30epertu 3axmoueHHs’. [lpu npomy
BIIKPHUIOTHCS MOJIsI HOBOI (hOpMH, JIe MOKHA 3alOBHUTH JaHl Ta OTPUMATH 3aKIIOYCHHS
JIUCTOM Ha eJIEKTPOHHY MOIITY (PUCYHOK 6).

OCKUIBKY 1151 OIIIiSl BUMAra€e BBEJCHHS OCOOMCTUX JaHWX, KHOMKA OTPUMAHHS
3aKJIIOUCHHST Tiependavae TaKoX TMOTOKeHHS 3 1H(QOpMOBaHOW 3rojot0. Dopmu

1H(OopMOBaHUX 3roA TS JaHUX JiTeH 10 14 pokiB Ta ajis aiTei crapiie 14 pokiB HaBeIeH1
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JIBOMa TIOCWJIaHHSMM HaJ KHomkorw “Iloromutucs Ta orpuMaru 3akiatoueHHs . OOuaBi
1H(hOpMOBaH1 3roAM 3aTBEPIKEHI E€TUYHOI0 Komiciero HarioHampHOTO yHIBEpCHUTETY
0XOpoHHU 3710poB’st Ykpainu imeHi [1. JI. Hlynuka.

ImyHOMOr1iyHMN oHNMaH-TecT y 2017-2019 pokax BUKOPHUCTOBYBABCS TaKOXK JJIS
ONUTYBAaHHS JACSIKUX MAalI€HTIB, M0 OYyJIM TOCHITAlI30BaHI JIKapsAMU Kadeapu ITUTIIHX
1H(}eKIiHUX XBOpOoO Ta IUTIY0i IMyHOJoTii HarioHaapHOrO yHIBEPCUTETY OXOpPOHU
3mopoB’st Ykpainu imeni I1. JI. [llynuka Ha 6a3i iHpEKIIHHO-00KCOBAHOTO BiTIJICHHS
KuiBchbkoi Mickkoi AuTssuoi kimHIYHOT JikapHi Nel. 1106 BiTOKpeMUTH J1aHi ITUX MAIIEHTIB
JUTSl TIOJANIBIIIOTO aHai3y, ONMUTYBAaHHA JUIsl HUX TNependadyano BKa3aHHS CIEHIaIbHUX

JNOJAATKOBHUX JAHUX, BKA3aHUX HA PUCYHKY 7.

AWTHHA rocniTani3osaHa 8 ctayoHap v
Taxk, BCTAHOBNEHO 4larHo3 NepPBUHHOND IMyHOgEeMmIUWuTY b

BiA Nikapis kaeapn gUTAY0I IMyHononi 8 Kuesi hd

Aani Npo 2axXBOPI0BAHNA C-';'\J‘I;""'b 3aK0008aH! Ma BHECEH! 8 C‘\?J}" O@MUX IHopMALMIHOT CUCMEMU Ma CMAamuCmuYHO

oGpoGnenxi. MepcoHansHi daxi He NepedambCR HLUM ocoGam

Pucynox 7: Ckpinwom uacmunu expawy IMYHOIO2IYHO20 OHAAUH-MECMY, DeHCUM

docmyny. immunotest.pp.ua

JlaH1 mpo KOpUCTYBaviB, 110 Ak 3oy Ha iX 30epexeHHs, 3anucytorbes PHP-
IPOrpaMoi0 IMYHOJIOTTYHOTO OHJIAMH-TECTY Ha CEpBEp B €JIEKTPOHHY 0a3y JaHUX THUITY
MySQL [104] ta 36epiratroTbes, nounHarouu 3 cepras 2018 poky. CTpykTypa cTBOpEHOT
06a3u nmannx MySQL ckmamgaerbesi 13 TPhOX €NEKTPOHHUX Tabmuib. [lpu HaTHUCKaHHI
KHOTIKH «IToroguTucs Ta oTpuMaTu 3aKiIr0YeHHS» BBeeHa IHPOpMaIlisi 3aUCYETHCS B 111
TaOInII.

[lepmra enekTpoHHa TaOIUIIA MICTUTh IEPCOHANIBHI JIaHI 3 TAKUMHU CTOBIIIISIMH:
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. KOJI-11eHTUdikaTop ocodu;

. IM’S;

. 10-0aTHKOBI;

. MIPi3BUIIIE;

. JaTa HapOHKCHHS (BKa3y€eThCS IS TAIli€HTA);

*  CTarh;

*  pOJb («HALIEHTY, WIIKap», «0aTbKOY, «MATH» a00 «IPEICTABHUKY).

Jlpyra elekTpoHHa TaOJMIsl MICTUTh KOHTAaKTHI JaHl KOPHUCTYBaudiB Ta
B32€MO3B’SI3KM MI>)K HUMH, CTOBII{ HACTYIIHI:

. MOPSAKOBUM HOMED 3aIIUCY;

*  KoOI-1IeHTU(IKATOp KOPUCTYyBAua;

*  THI 3aIHUCY: «PETiOH», KHACEICHUN MyHKT», «EJICKTPOHHA aipecay, KHOMEP
TeneoHy», «TOCTYI»);

*  JIaHl 3amucy, KyJIu BIHCYIOTbCS BJIacHE KOHTAKTHI JIaHl, a HABIPOTH THUITY
«JIOCTYID» BKa3y€eThCs 1AEHTU(PIKATOP KOAY Malll€HTA 3 MEPIIOi TaOJIULII.

Tperst enexTpoHHa TaOMWIA MICTUTH JIaHI aHAMHE3Y 3a CXEMOIO 13 TaKUMH
CTOBILISIMU:

. MOPSAKOBUI HOMED 3aITUACY;

*  HOMeEp NPOBEACHOI0 TECTYBAHHS;

*  THUI 3aMKCY, KyJH BIMCYIOTHCS KOPOTKI HA3BU KJITHIYHUX MAapKEPIB, a TAKOXK
KOJ-1ICHTU(IKATOPH KOPUCTYBaya, KOA-1IEHTU(IKATOP MAaIli€HTA 1 TUII 3aMMHUCY «4acy;

*  JaHi 3amMcy, ¢ BKa3yeThCs IS KIJIbKICHUX MapKepiB BKa3Y€ThCS UYHCIIO
BUMAJKIB, M7 SAKICHUX — OJUHUIIA, a JUIsl THUITY 3alUCy «4ac» - BJIACHE 4ac MOMEHTY
poxo pKeHHs TectyBaHHs (y dopmati Unix, TOOTO SK YHCIIO CEKYH], 10 MUHYJIH Bij

1 ciunsa 1970 poxy 10 00paHOTO MOMEHTY).
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Hoctyn 5o 6a3 ganux MySQL Ta ko/iB-i1eHTH(}IKATOPIB MAILIEHTIB MAIOTh JIUIIIE
aBTOPHU JOCIIPKEHHS, OCKUTBKH PO3pOO0Ka IMYHOJIOTTYHOTO OHJIAWH-TECTY peanizoBaHa
0e3 3arydeHHs TPeTiX ocio.

I3 camoro mouatky pobotu cuctemu, 3 2017 poky, O CTOPiHOK TecTy OyB
npukpirmeHuit koxa cepsica Google Analytics [105], 1106 moxHa OyJI0 OLIIHUTHA YaCTOTY

BUKOPHUCTAHHS IMyHOJIOT1YHOTO OHJIAMH-TECTY B MEPEXKi 1IHTEPHET.

3.3. OniHKa 4acTOTH NPOXO/IKEHHS IMYHOJIOTIYHOT0 OHJIAWH-TECTYBAHHSA

Xoua koedilieHTH Ta 0aau OHJIAWH-TECTY Ha Mepioa HOro po3poOKu Oyiu
EMITIPUYHUMH, BOHU BKE JIaJii ITPaKTUYH1 pe3ynbTaT. YacToTa Horo BUKOpUCTaHHA Oyiia
npoaHaiizoBaHa 3a jgonoMoroto cepBicy Google Analytics. IIpotsrom 10 micsiis, 3
20 mumas 2018 poky mo 20 tpaBus 2019 poky, Ha CTOpiHKY OeTa-Bepcii IMyHOJIOTIYHOTO
tecty 3aunum 14029 oci6. 3 Hux mpoinum Tect 6182 ocobu. OcHOBHA KIJIBKICTh
BIJIBIIyBaHb TeCTy BiiOymacs micis mnyOmikamiid tecty B mepexi DeiicOyk. Ilpo
e(EeKTUBHICTh COIIAJIBHUX MEPEX MOXKHA POOUTH OKpEeMi BUCHOBKU SIK MPO OKPEMHIA
croci® 1H(opMyBaHHS TPO MPOOJIEMY BPOKEHUX IMYHOACOINUTIB Ta MOKIUBICTH
NEePEeBIPUTH IUTHUHY Ha Miao3putnii Bumaaok [TI/1.

B cepBepny 0a3zy gaHux Tecty KopucTyBadi 30eperiiu iHdopmarlito mpo miao3piii
Bunajaku I11]] 42 mroneit (0,68%), 3 aux 40 miTei.

[likaBo BIAMITUTH, IO XKIHKA AaKTHUBHIIIC IIIKABHIIKMCS TECTOM, HIXXK YOJOBIKH
(mpoitnio tect — 90,8% xiHOK, 9,2% YOJOBIKIB, IaH1 MiA03PUTUX BUIAIKIB 30€perin —
39 mam Ta 1 6arbko). Bik onutyBanux: 1,6% — 2143 poku, 52% — 30+5 pokis, 38% —
40+5 pokiB, 6,6% — 5045 pokiB, 1,7% — 60+5 pokis. [lepeBakHa 3aiikaBieHICTh OyJia 10

niTei BikoMm moJioAtie 10 pokis.
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binbuiicte THX, XTO mpoHnuiM Tect, Oynu 3 Ykpainu. [IpoTe, He3Baxkaiouu Ha
JIOCTYMHICTh TIIBKU YKPAiHCHKOIO Ta POCIHCHKOI0O MOBaMH, TECT MPOUIILIN KOPUCTYBaYi 3
44 xpaid. Yci naiieHTH, pe3yJbTaTu KX 30epexeHi ix 0aTbkamu, 3 YKpaiHu.

Kniniuni Mmapkepu, siki HaituacTiiie 0y oOpaHi KOpUCTyBadyaMu TECTY, HaBe/IeHI
Ha pucyHKy 8. [IHeBMOHIi Ta THIilHI OTUTH 3yCTpIYaJUCS cepela MPOBIIHUX KPUTEPIiB

NEePBUHHOTO iIMyHOAeDIUTY. Mapkepu KaHAUI03Y, CTOMAaTUTY TaKOK OOMpAJIUCS YacTo.

B NHeBMOHiIi B OTUT THINHUIA M CTOMATUT
KaHaAMao3 B raimopurt B OHIXOMIKO3

M naHapuyin W abcuec wkipy W dnermoHa

Pucynox 8: HYacmoma eubopy KIiHIUHUX MapKepié KOpUCmy8adamu IMYHOJIOCIYHO20

OHJIAUH-MeCcmy

[Toxa3HUK BUSBIEHHS IMYHOJIOTIYHUM OHJIAMH-TECTOM IMiIO3PITNX BHUIAKIB
BPOKEHOT IMyHHOT MAaTOJIOT1i MOYKHA MOPIBHIOBATH 3 TAHUMU, MPEICTABICHUMHU 1HITUMHU
JOCTITHUKAMU 3 BHUKOPUCTAHHSM KOMIT IOTEPHOTO COpPTYBaHHS, B POOOTI SKHUX

npoaHali3oBaHi rocmitamizamii 187 Tucsd mMalieHTIB HbIO-HOPKCHKOI KIIHIKM Ta
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BUSIBJICHO TMIJ03pUIl BUMAJIKUA TMEpBUHHOTO iMyHoaediuuty y 533 (0,28%) mitedt Ta
nopocnux [94]. Cepen 2745 onutTyBaHb HAIlTUM OHJIAWH-TECTOM BHUSBIICHO 42 MiI03P1ITHX
umnajku [11]] (0,68%).

TakuM YWHOM, IMYHOJOTIYHHMU OHJIAMH-TECT BHUSBUB 3HAYHY 3aIliKaBIICHICTh
KopuctyBauiB. [IpoTe 1106 BUSBUTH CIIPaBkHIO €(DEKTUBHICTH IMyHOJIOTTYHOTO OHJIANH-
TeCTy, HOTO eMIipu4Hi KoeillleHTH MOTPIOHO BIOCKOHAIUTH 3a JOTIOMOTOI0 HAYKOBOTO

OOIPYHTOBAHMX JIOCIHI/KEHb HA OCHOBI aHaNI3y CIpaBkHIX KiIiHIYHUX Bunaakis [TI/].
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PO3JIJI IV
AHAJII3 KJITHIYHAX MAPKEPIB IEPBUHHUX IMYHOIE®ILUTIB ¥V
JNITEN PI3HUX BIKOBUX I'PYI

4.1. Bu0ip ctaTUCTHYHUX METOAIB HOCIIsKEHHS

Mu noctaBmiu co6i 3amady cnpoOyBaTu BUSBUTH KiiHIYHI o3Haku [1IJ], komm
BOHU TUIBKMA TMOYMHAIOTH MPOSBISITUCS, 100 Takl MAIl€EHTH 3BEPHYJIHCS 10 JIKaps-
IMyHOJIOTa B IKOMOTa O1IbIIT PAaHHROMY Billi, 0a)KaHO III€ 10 PEIUANBIB TAKKOI KITHIYHOT
cUMITOMAaTUKU. J{ns peamizaiii 3py4HOro cnocoOy MepeBIpKU MiJ03pH Ha MEPBHUHHUIA
iMyHOIE(PIITUT OYB CTBOPEHUU IMYHOJIOTIYHUI OHJIAWH-TECT — CHEIlladbHO po3polieHa
aHKeTa y MEpexi IHTEPHET, JOCTYIHA 3 OyAb-IKOr0 KOMIT I0T€pa Y cMapTPOHA SK IS
JiKapiB, Tak 1 JJjisi OaThKIB AUTHHU - PEKUM JOCTymy immunotest.pp.ua. [TouaTkoBa
BEpCisl TECTy MICTWJIA eMIIpUYHI KOS(IIEHTH AJI1 KOXKHOI KIHIYHOT O3HAKU, 3aJIEKHO
BIJl 1X TSKKOCTI. EMmipuuHi KoeilleHTH € TpUOIU3HUMH, TOMY JUIsl YAOCKOHAJIEHHS
TECTy Ciaij OyJ0 YTOYHUTH iX 3a JIOMOMOTOI0 aHami3y AaHuX 163 maiieHTiB i3 yxke
BCTAHOBJICHUM J11arHO30M IEPBUHHOTO IMYHOASDIITUTY.

BpaxoByroun, 110 TEpBUHHI IMYHOAEQIUUTH BIAHOCITHCS JO PIIKICHUX
(opdaHHUX) 3aXBOPIOBaHb, @ TAKOXK BIICYTHICTh TATOTHOMOHIYHHX MPOSIBIB Y OIBIIIOCTI
NIABUIIB IMyHOJIe(DIUUTIB, BHOIp METOAY IPYHTYBaBCS Ha pO3pPaxXyHKax 4YacTOTH
KJIIHIYHUX TPOSIBIB MPU PI3HUX HO3O0JIOTISX BPOHKEHUX IMYHOAE(IIUTIB.

3araapHOMPUMHITAM METOJOM, SIKHM MU PO3TISAAIA HA MOYATKY TOCHIIKEHHS,
Oy70 © MOPIBHSIHHS YaCTOTH 3aXBOPIOBAHOCTI 3 KOHTPOJBHOIO rpymnoro. lloreniiitna
KOHTPOJIbHA Tpymna Maja O BKJIIOYATH MAIIEHTIB 3 MOJAIOHOK CHMITOMATHKOIO, ajie 3
MIITBEP/PKEHOI0 BIACYTHICTIO TepBUHHOTO iMyHoxaediuuty. Hampukian, me moriau 0
OyTH MpOsiIBU ayTOIMYHHHMX, TI€MAaTOJIOTIYHHMX XBOpPOO, 1HIIMX Op¢daHHUX XBOPOO.

[IpobGnemoro 1BOTO cmoco0y Oyna © BelWuYe3Ha CTATUCTUYHA TIOXMOKa BiJHOCHO
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3arajibHOI MOMYJIALIT HOCIIB SIK B IOCI1KYBaHIM, Tak 1 B KOHTPOJbHIN rpynax. [Ipu npomy
BapTO OpaTu 70 yBard 3HAYHY MOIIMPEHICTH IMTHEBMOHIHM, THIHHMX OTHUTIB, THIMHUX
CUHYCHUTIB, KaHAWI031B, THIHHUX JTIM(aJEHITIB IK OKPEMHUX 3aXBOPIOBaHb y JITEH 0€3
OCHOBHOT'O XpPOHIYHOTO 3aXBOPIOBAHHS.

[11o6 BpaxyBaTH HaBITh TAKUX MAII€HTIB, 1HIIIA METOIOJIOT1S TOCIIPKSHHS MOTJIa
0 OyTH HACTYMHOIO: MOPIBHATH MAIIEHTIB 3 NMEPBUHHUMH IMyHOAEIIUTAMU 13 B3arai
BCiMa MarfieHTamMHu, 10 MaloTh aHAJIOTIYHY cUMIITOMaTHKy. Lleit croci6d € Tounimmm, ane
IPU IbOMY JIOPOTOBAPTICHUM Ta TPUBAJIUM, OCKIJIbKA BUMAarae 3Ha4H1 BUOIPKH IMAIlI€HTIB
13 3aJIy4eHHSM YHCIEHHUX KIIHIYHUX IEHTPIB, Oa)kaHO B PI3HMX MicTax. Takumu
JOCIIKEHHSIMU 3a3BHYail 3aiiMar0ThCs HALlIOHAJIbHI 200 MI)KHAPO/IHI CTPYKTYPH.

Tperiit croci® — CTBOPUTH MIATPYNHU 13 HASIBHUX TMAllI€HTIB 3 TEPBUHHUMHU
IMyHOJIe(DILIMTAaMH Ta TMOPIBHATH iX MK COOOK 3a KIIHIYHUMH IposiBamu. OTxe, y
JTOCHIPKEHHI MU BUKOPHUCTalU came 1€l crnocid 3a METOAMKOI MYJIbTHHOMIHAIBHOL

jorictuyHoi perpecii [106,107].

4.2. OumiHka KJIiHIYHEX MapKepiB Ppi3HUX TIpyn MNEePBHMHHUX iMyHoxedinuTiB

BiIHOCHO 3MiHHU BiKYy JaiTei

Bynu ctBOopeni 9 miarpym Juisi CTaTUCTHYHOTO aHamizy. Y JOCHIIKYBaHUX
Mali€HTiB OyJIM A1arHO3M JIUIIE 3 MIECTH HO30JIOTIYHUX TPYII 32 YUHHOIO KJIacu(iKaIll€ro
nepBuHHUX IMyHOAedimuTiB (IUIS, 2019). Ti HO30yOTIYHI OJWHMUIN, SKI MalOTh CBOI
XapakTepH1 KJIIHIYHI CUMITOMH a00 CHHIPOMH, OyiIM BHUAUICHI B YOTHPHU OKpeMi
niarpynu: cuaapom Ji-Jxopaxi, cuaapom Bickorra-Onapuua, rinep-1gE-cunapom ta
cuaapom Hiiimeren. Ili 3axBoproBaHHsS JETIIE BHSIBUTH Cepel IHIIMX TEPBUHHUX
IMyHOJIE(DILIMTIB, OCKIJIbKM Ha PAaHHbOMY €Taml J1arHOCTUKHU JIOCTATHHO KOHCYJIbTAIlli

(haxoBUX CIELIATICTIB Ta BAUKOPUCTAHHS HECTIEU(PIIHUX METOIB JOCIIII>KECHb.
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Hacrtymnai n°sate miarpyn 0yau BUAUICHI 3T1IHO YHHHOI Kiacudikalii mepBUHHUX
IMyHOZEDIUTIB: 1e(PEKTH aHTUTLIOYTBOPEHHS, KOMOIHOBaHI iMyHOIe(ilUTH, NedheKTr

IMYHHOI qucperyJsiii, 1edpekT ¢paronuTo3y Ta AeGeKTH BPOKEHOTO IMyHITETY.

Tabauya 1: Hozono2iuni nidepynu nep8uHHUX iMyHoOeqiyumis y 00CHiOHCEHHI.

i IMYHHO BpoK | Bick | .. y
1illrp aQHTUTUIOY | KOMO1 |1 daro1; | eHoro | oTTa- I;H_T ﬁ;co Hiiim
}1111; TBOPEHHS | HOBaHi | gucper | uto3y | imyHiT | Omap Ip E i | CTEH
A YISl eTy nya 9& | pA
Kinbk
b 190 8 4 48 |4 3 |2 |1 |3
narfie
HTIB
Yacr
oTa B
momy | 4513 |6.166 |3.332 |5.252 |1.476 |05 |05 |50 |02
TSI, 4000
n*10
6

VY tabnuii 1 HaBeeHO KUTHKICTh JHOCTIPKYBAHUX B KOXKHIN BUALICHIN MATPYyII,
a TaKkoX CEpeIHI0 YacTOTy, 3 SKOK BKa3aHA MATOJOTIs 3YCTPIYAETHCS B MOMYJIALIL
[85,108].

Jist  aHamizy KJIIHIYHUX JIaHUX TAaIi€edHTiB  OyB BHUKOPUCTAaHUM METOJ
MYJIbTUHOMIHQJIBHOI (MTOJIHOMIHANIBHOI) JIOTicTUYHOI perpecii. Came 1€l meTon
JI03BOJISIE HE JIUIIIE TIOPIBHSITH JOCIIPKYBaHI MATPYIH MIXK CO00¥0, aje ¥ 3’ ICyBaTH, sSIKUi
PHU3HK MOTPANUTH B KOXKHY 13 MIATPYIL, SIKIIO Y MAIIEHTA € Ta YK 1HIIA 03HaKa. Kpim Toro,
JesK1 KITHIYHI MapKepH € KIJTbKICHUMH, a JesiKi sKicCHUMHU. | oOpaHa perpeciitHa MeTouKa
€ OJHI€I0 3 HE0araThoX, KA MOXKE OIIIHUTH 00MIBA BUIU MapKePiB.

Haroro meToto Oysio oTpuMaHHsI €KCIOHEHITIHHOTO0 OeTa-nokasHuka Exp(B), mo

€ OJHMM 13 HaWBAXKJIMBIIIMX MOKA3HUKIB PE3YJIbTATIB MYJIbTHHOMIHAIBHOT JIOT1ICTUYHOI
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perpecii. Lleli koedilieHT MOKa3ye, y CKIILKU pa3iB BUIUN PU3HUK y MAIli€HTa, III0 Ma€
OJIMH BWITAJIOK KOHKPETHOI O3HAKW, TOTPANUTH y JaHy AOCHIHKYBaHY IMiATPyITy
MOPIBHSHO 3 1HIIUMHM JOCIIDKYBAaHUMU TiArpynamu. [Ipudomy Ta cama 03HaKa B pi3HHUX
MIArpynax mMaTuMe pi3Hi KoedirieHTu. KpiM HO30JI0TIYHOTO PO3MOILIY, MU IMPOBEIU
OKpeMi PO3paxyHKH AJiA PI3HOTO BIKY, OO 3pO3yMITH TUHAMIKY PU3HMKIB MAIli€HTa 3
4acoM.

Takum urHOM, A7 KOKHOTO KIITHIYHOTO Mapkepa st KoxkHoi miarpymnu ITIJ] 1
JUTSL KOKHOTO OKPEMOTO BIKY MM BHUPaxXyBaJld Ta OTPUMAIA KOEQIIIEHT, SKUI MOKa3ye
CTYIHb PU3UKY, IO CaM€ JIaHa OKpeMa KJIIHIYHA O3HaKa y JaHOMY KOHKPETHOMY BIiIli
Mpu3Beia 10 BCTAHOBJIEHHS HO30J0Ti4HOTrO fiarHo3y IIIJ[ y mociipkyBaHOTO Nalli€HTa.
[Ipu pospaxyHkoBi Koedilli€eHTa OJHI€] O3HAKKM METOJ MYJIbTHHOMIHAJIBHUM METOJ]
JIOTICTUYHOI perpecii pU3MKHU 1HIIMX KIIHIYHUX O3HAK g BCiX 1HmmMX miarpyn /] y
BUOpaHOMY BIIll, a TaKOX (JIUILIE JJIsl KUIBKICHMX O3HAK) J0JIaTKOBO YaCTOTY BUIIAJIKIB,
10 CTABAIMUCA Y AUTHHM JI0 I[HOTO BiKy. CTaTUCTHYHI OOUYHMCIIEHHS BUKOHAHI 3 IOBIPYUM
iHTepBaioM 0,95 na nporpamuiii mnatdopmi IBM SPSS Statistics 11,

OTtpuMaHi pe3yJbTaTH BHUSIBUIWCA MOMIOHMMH 10 BIiAOMOi  KJIHIYHOL
xapakrepuctuku gociimkyBanux [IJ[. [Ipore B mogiOHOMY BapiaHTi HIXTO /10 HAC 1€ HE
OI[IHIOBAB KOXKHUH KJIIHIYHUI MapKep sl KOXKHOTO BiKy 3 nudepeniiiamieto momo [I]1.

PesynpTyroui pani OynyTh BHOPOBAKEHI IS YIOCKOHAJIICHHS aJITOPUTMIB
IMYHOJIOTIYHOTO OHJIAH-TECTY 3 BUKOPUCTAHHSM I1HIIOI PErpeciiHoi METOJIUKH —
perpecii Kokca [109,110]. Ile#t meton m03BoJIsIE pO3paxyBaTH KyMYJISITUBHI (CyMapHi)
PU3UKHU:

hi (t) = hO (t) + Exp( B1X1 + B2X2 +...+ BnXn )

ne h0 — 6a3oBa yactoTa y nomyJisiii HO30JI0T14HOI mArpynu (Tadbauus 1),

Exp(Bn) — koedirieHTH pU3HKY,

XN — 4UCIIO KIIHIYHKUX €MMi301B JIJIsl KUTbKICHUX MapKepiB, OJUHULIS JIs SIKICHUX

MapKepiB.
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TakuM YMHOM IMYHOJIOTIYHHM OHJIAHH-TECT MOXMJIMBO BHUJAO3MIHUTH MIOJIO
BpaxyBaHHSl YTOUHEHUX KYMYJISATUBHUX PU3HKIB KIHIYHUX MapkepiB. [Ipu npomy Tect
3aJIMIIUTHCS JOCTYITHUM B 1IEGHTUYHOMY ITPOCTOMY (pOpMATi.

OTpuMaHi J1aHi MpeCcTaBlIeH] Ha pucyHkax 9-15 y Burisi rpadikis, Je nmokazaHa
BIKOBA CTPYKTYpa PU3UKIB KIIHIYHUX MAapKEPiB 32 HO3OJOTTYHUMH MiITPyTIaMH.

TyT 1 mam mijg YUCIIOBUM 3HAYCHHAM “pU3HMKY KITHIYHOTO Mapkepa” Ma€eThCs Ha
yBa3i uucioBe 3HaueHHS Exp(B) nmns nporo kimiHiuHOTO Mapkepa. MH OIHIOBaIH
aHaMHe3 BiJl 1-MiCSIUHOTO BIKY, pO3YMIIOUH, 1110 € KJITHIYHI O3HAKH, sIK1 HasiBHI B aHAMHE31
Oy/b-SIKOTO BIKY, HAIPUKIIa, 1HGOpMAIIis PO paHH1 CMEPTI POJANYIB UM HASIBHICTD Y HUX
[TI. IIpoTe BIIMB UX Ta 1HIIMX KIIHIYHUX MapKepiB Ha AU(EpeHIialil0 KOHKPETHUX
niarHo3iB OyB BIJICYTHIM y Bimi sk 1 wmicsams, Tak 1 2 Ta 3 micsauiB. Judepenmiaris
HO30JIOTIYHMX  MIATPYN 32  BUOPAHOIO  CTAaTUCTUYHOK  MOJCIUII0  MOYMHAE

BIJICJIIIKOBYBATHUCA BiJ BIKY 6 MICSIIIB.

4.2.1. Ouiaka BiZHOCHO BiKy pu3uKiB KJIiHiYHMX MapkepiB aedinuTiB

AHTUTUIOYTBOPECHHA
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[edeKkT aHTUTINOYTBOPEHHSA

250
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1 2 3 6 9 12 18 24 36 48 T2 108 144 180 216

B nopywessa uinichocti wkipn [l B NI e cimei Y i [ pawsi cwepTi Gnnaskax pogwdie [ epogxena eapa cepus, cynomu [l mixpouedania
B arakcis rasin i i [ | litHa B Tpveana Heinderuiiia piapes [l 3aTpumka disnunoro poseutry [l BLDKaT
TPHBANE 3aroEHHA pau 3aTpUMIa BiANANIHHA NYNOBHHK [ am p i BpomxiT TpoMG oneHia HERTp
UTH iMcbageHi abcuec oprana IHBAZHMEHWA Mik03 CcencHc dnersosa [l MeHiHMAT octeomienit [l nawapwuii [l oHixOMiXO3W
B rangnoosn W cromatuti [ abcuec wiipk rifni cunycutn [ rHifHi oTute [ NHeBMOHIT

Pucynox 9: Cmynins puzuxis nasgnocmi oeiyumie anmuminoymeopeHHs npu UABIEHHI

OKpemux KIIHIYHUX MapKepi8 y aHAMHe3l NPpU ONUMYEAHHI 6 PDISHOMY 6IYl.

3a oTpUMaHUMHU pe3yJbTaTaMu (METOAOM MYJIbTHHOMIHAIBHOI JIOTICTUYHOI

perpecii 3 AoBipuMM iHTEepBaIOM 95%) y mocnimpkyBanux 90 maiieHTiB 13 aedinuramu
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AHTUTUIOYTBOPEHHS MOXKHA IEPEKOHATUCA Y TEHJCHINI paHHIX KIIHIYHUX IPOSBIB
XBOpOOH Bin 6-MicsuHOTO BiKy. [Iprmuomy dacTime BChOTO Mijo3pa came mpo AehiluT
AHTUTUIOYTBOPEeHHS BiHOCHO 1HIIMX [1I]] BinOyBaeThcs y Bili Bijx 9 MICSINB J10 2 POKiB
(pucyHOK 9).

Pusuk mHeBMOHINM 3adikcoBaHUI MpHU OLIHIOBAaHHI aHaMHE3a y Billl 2 POKiB 3
koedimientoM puszuky Exp(B) Ha piBHi 1,264.

['HiifHI OTUTH MalOTh 3a(1KCOBaHI MIBUIICHI PU3UKH MPHU OLIIHIOBAaHHI aHAMHE3a
y Billl 6 micsiB (koedimieHT pusuky 3,211), 9 micsauis (13,937), 12 micsauis (41,167), 18
micsiB (41,053), 2 pokiB (14,7), 6, 9 ta 12 pokiB (1,186—1,502). Takum yuHOM 151
THIMHUX OTHUTIB IPH AePIUUTAX aHTUTUIOYTBOPEHHS € TEHICHLIISI IPOSABIB Y OYIb-IKOMY
BiIll 3 MAaKCUMaJIbHUMHK pU3HKaMu y 12-18 micsmis, Bunumu 10 41,167 pasiB, cepeHiii
pusuk — 14,762.

['HiitH1 cuHycuTH 3adikcoBaHi y Billi 6 pokiB 3 KoedinieHToM pu3uky 1,415 Ta B
12 pokiB — 1,081. Cepenniit mokazHUK pu3nky — 1,248.

Jiist abciieciB MIKIpH BIK BUSABIICHHS TaKOXK B IIbOMY MPOMIKKY: 6 pokiB (1,347),
9 pokiB (1,707) ta 12 pokis (1,535). Cepenniii koeditient — 1,530.

PenienuBHI  cTOMAaTHTH  HEMaxaHIYHOTO  IMOXO/DKCHHS TIpu  AedimmTax
AHTUTUIOYTBOPEHHS 3aikcoBaH1 3 OUIBIIMMU PU3MKAMHM BIHOCHO 1HIIUX HO30JIOT1H
iMyHOe(pIIUTIB y maiieHTiB BikoM 2 pokiB (4,111) Tta 9 poki (1,196). Cepenniii
Koe(diieHT — 2,652, MKOBHI — y 2 POKH.

PeruauBHi kaaaumo3u — y Bimi 18 micsi (1,025) Ta 2 pokiB (1,625). Cepenniii
KOe(DIIIEHT PU3UKY IO IbOMY KIIIHIYHOMY MapKepy sl 1e(PIIUTIB aHTUTIJIOYTBOPECHHS —
1,325.

[Tanapwuriii Ta mapoHiXii BUSBIISUTUCS 3 BUIITUMHU PU3UKAMU Y Bitll 2 pokiB (26,411),
6 pokiB (1,458), 9 pokiB (2,196), 12 pokiB (1,908). Cepenniii koeditieHT pusuky 7,933

JUTsl 1eIUTIB aHTUTII0YTBOpEeHHS. [[ikOBUIA pU3KK NPOSIBY y 2-pIYHOMY BILIl.
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Ocreomienitu ikcyBanvcs y Biri 12 ta 18 micsIiiB 3 pu3HKaMH, BUILIUMH HIXK Y
iHmMX HO30IOTiH y 1,36 Ta 1,353 pa3u BignoBigHo, y cepenabomy B 1,357 pasis.

Meninrita — 3 9 micsamiB (1,012) ta vagani y 12 wmicsaui (1,487), 18 micsiiB
(4,389), 2 poxu (6,731), a Takox y 6 pokiB (1,238), 9 pokis (1,436) Tta 12 pokis (1,221).
CepenHiii KoeQilI€HT PU3UKY 11 MEHIHTITIB 2,502, HalBUII PU3HUKH Y 2 POKH.

Cencuc y mnamieHTiB 3 AehilUTaMHd aHTUTUIOYTBOPEHHS BITHOCHO 1HIIMX
Ho3zoutorii 1] mposBisBcs nemo yactime y Bii 9 ta 12 micsmis (1,012 ta 1,297), 3
nojasbIuM HapocTaHHsM y 18 Ta 24 micsmi (1,779 ta 1,628). Cepenniii koeditieHT
1,429.

['uiitH1 mimdaneHiTy 3adikcoBaHl y JaHId MIATPyMi AOCTIIPKYBAHUX MMALIEHTIB 3
koedimienToM pusuky 1,600 y Bimi 12 micsiis.

Helitponenii —y Bimi 18 micsuiB (1,193) Ta 2 pokis (1,221), cepenHiii KoeiieHT
1,207. Jlimponenii — y 12 micsauis (1,506), 18 micami (1,625), cepenniit koedirieHT
1,566.

['HITHUYKOBI 3aXBOPIOBAHHS MIKIPM — Y Billl 2 POKIB 3 KOE(DILIEHTOM PHU3ZUKY
2,398.

VYceknagnenns micas BIDK-Bakmunarii ¢ikcyBanucs B aHaMmHe31 Ii€i BUOIpKH
namieHTiB y Bimi 12, 18 ta 24 wmicsmis (BianosigHo 3,072, 2,436 ta 1,308), cepenniii
Koe(dimieHT pusuky 2,272.

[ToBTOpHa NMXOMaHKa 0€3 IHIIKX IHQEKUIHHUX CUMIOTOMIB — 3 6-pIYHOTO BIKY
(2,755), nami y 9 pokiB (7,688), 12 poki (5,576), 15 pokis (2,451) 1 18 poxiB (2,170).
Takum umHOM cepenHii Exp(B) ana mporo IiHIYHOTO Mapkepa cTaHOBUTH 4,128,
¢ikcarisi B anaMHe31 y 6-18 pokiB 3 KoM y 9-piyHOMY BIlIIi.

Panni cmepTi 6JIM3BKUX POJIMYIB MPOSBIISIIN BUILI CTYTIEHI PU3HUKY TIPH AePIITUTaX
AHTUTUIOYTBOPEHHS I110JI0 1HIIMX HO30JIOTIYHUX MIATPYN B aHamHe3l 9 micaiiB (3,389),
12 wmicauiB (5,000), 18 wmicsmaiB (9,064), 2 pokiB (10,885), a TakoX 3 MEHIIMMH

3HAUYEHHSAMH 17151 BiKy 6, 9 Ta 12 pokiB (Biamosiano 1,110, 1,303, 1,245). Ilik BusiBneHHs
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BIUIMBY IIhOTO MapKepa Ha BCTAHOBJICHHs iarHO3y — Yy BiIll J0 2 POKIB, CEepeIHIM
koedimieHT pusuky 4,571.

HaiiBuii pu3uky po3BUTKY A€(IINUTIB aHTUTUIOYTBOPEHHS BUSIBJICHI y MAIlIEHTIB
3 HagBHUM III[J[ B ciMeiiHOMYy aHamHe3i, IO HE BUJIA€THCA JUBHUM — BHUCOKI PU3HKHU
3adikcoBaHi B aHaMHe31 B 6 MicsmiB 10 18 pokis: 6 micsis (3,211), 9 micsis (18,604),
12 wmicsamiB (38,567), 18 micsmis (135,312), 2 poku (68,069), 3 poku (1,016), 6 pokiB
(2,403), 9 poxkis (5,816), 12 pokiB (4,824), 15 pokis (1,936), 18 pokis (1,747). Cepenniit
koedimieHT pusuky 25,591, mikosuit — 135,312 y 18 micsuis. BpaxoByroun MareMaTuuny
MOJI€JIb METOIy MYJIbTHHOMIHAIBHOI JIOTICTHYHOI perpecii, a TaKoK BPaXxOBYIOUU BILIUB
TAKOr0 HE3MIHHOTrO Uil OyJb-IKOro BIKY NMOKa3HHKa, sK HasBHICTH IIIJ] B cimeiiHOMy
aHaMHe31, MOYKHa OIIIHUTH TIEBHE 3MEHILIICHHS YHCIOBUX KOC(IIIEHTIB IMICHS 3-pidHOTO
BIKY /JI1 LOTO KJIIHIYHOTO Mapkepa, Orjsijaroud iHII Ho3osoriyHl miarpynu [T,
Ockutbku came micis 3-4 pokiB PO3MOYMHAETHCA MOSABA ACSIKUX CUMIITOMIB JIJIsl 1HIIUX
[TII. ToMy BiHOCHI KOE(QIIIEHTH PUZUKY 3MEHIIYIOTHCA I IIbOTO MapKepa, SKIIO
OI[IHIOBAaTH aHaMHe3 y 3 abo 4 poku, aje KIHIYHUM PU3UK 3aJIMIIAETHCS BUCOKUM
MPOTATOM BCHOTO JKUTTS MAaIlieHTa, OCOOJWBO TPHU BIJCYTHOCTI IMYHOJIOTIYHOTO
JIKyBaHHs. A 1MYyHOJIOTIYHE JIIKyBaHHS Tependadyac TMOXKHUTTEBY 3aMICHY Teparito

npenapaTaMu Jit0JAChKOro iIMyHOTJIOOYJIiHY.

Bunapnok rinep-lgM-cunapomy

XJomMYMK BiJ TEpIIoi BariTHOCTI MaB JUIIE y BimMi 3 MICSIB TOCTPUMA
nieJoHePpPUT, 1HIIKUX cepilo3HUX 1H(EKII B paHHbOMY Billl HE MaB. Y Bill 2 POKIB
11 mics1iB MaB TOCTPUN TEPHETHYHUM TIHTIBOCTOMATHUT 13 BHPA3KOBO-HEKPOTHYHUM
CUHAPOMOM Ta CYyNYTHbOIO  3ali30Je(IIMUTHOI0  aHeMi€o, yepe3 1o OyB
rocmiTaai30BaHUM. byno 3ami03peHo MIePBUHHU I iMyHOAEDIIUT 3

rinoraMaryio0yJiHeMi€r0, MOXKIIMBO 3 MAJTIOKOBUM TPAH3UTOPHUM MIEPeOIrom.
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VY Bimi 3 pokiB 2 MICAIIB TOCMITATI30BaHUM 3 MO3ATIKAPHIHOK 1HTEPCTHUIIHHOIO
MTHEBMOHI€I0, YCKIQTHEHOIO TBOOIYHMM MHEBMOTOPAKCOM Ta ITHEBMOMEMIACTIHYMOM, 3
JUXAJIBHOIO HEJIOCTATHICTIO TPETHOT'O CTYIEHS.

[Tpu mocipkeHHI CUPOBAaTKOBHUX IMYyHOTJIO0YJ T1HIB BUSIBUIIOCS IT1ABUIIIEHHSI PiBHS
[gM, npu HACTyMHUX IOCHTIKEHHSX BHUSIBICHO TECHJCHIIIIO J0 POCTYIOBOTO 3HIKCHHS
piBHiB IgG. [loka3HuKH MPOTAroM 5 MiCsIiB Bii MOMeHTY mijno3pu Ha [IIJ]: [gA — B
mexax 0-0,24 v/n (amxde BikoBoi HOpMmu), IgM — 0,36-7 r/n1 (BikoBa HOpMa abo BHUIIE
HOpMH B pi3HI Micsti), [gG mocTynoBo 3umxkyBaBcs 3 3,89 r/n go 1,649 r/n.

3 BiKy 3 pokiB 3 MICSIIIB Malll€HT HA IIOMICSYHIM Tepamii BHYyTPIIIHbOBEHHUM
iMyHorniooymiHoMm y 10 400 mr/kr. B nogansmomy y Bimi 4-5 pokiB Oyiu ABi cripoOu
TAMYACOBO BIJMIHUTU IIOMICAYHUN BHYTPINTHHOBEHHUN IMYHOTJIOOYJIiH, YU HEMa€ y
XJIOITYMKA TPAH3UTOPHOI rinoramarigoOyniHemii. OpHak mnoctynoBe 3HMKEHHS [gG
3MYCHUJIO TIOBEPHYTHCS 10 IOCTIMHOI MEeP10AMYHO1 3aMICHOI Tepamnii IMyHOTJI00YIIHOM.

IIpy mMOsSIBI MOXJIMBOCTI TEHETHYHOTO OOCTEKEHHS BOHO OyJIO IPOBEJICHE
XJIOIMYUKOBI, HOT0 MaMi Ta cecTpi. Y narieHTa BusiBjaeHo mytaiito reny CD40LG, Bapiant
c.508 510delTAT (p.Tyr170del), mo moB’si3anuii 3 X-34€IJICHUM CHHJIPOMOM TiIep-
IgM-cunapomy. ¥ mMamu BHUSBICHO HOCIMCTBO IILOTO K BapiaHTy I'€HA, a Y CECTPU HE
BUSIBJICHO TaKOi MyTallii.

Hapasi xyomuuk mioMicsis npuiiMae 3amiCHE JIIKyBaHHS BHYTPIIIHbOBEHHUM
IMYHOTJI00YJIIHOM, Ma€ MOXJIMBICTh B MOAAJIBIIOMY OOpaTH SIK BapiaHT HIOTHXKHEBHA
MIIIIKIPHUN  IMyHOTJIOOYiH. 3amicHa Teparmisi Ma€ BHUCOKY BapTiCTh, MOTpeda B
IMYHOTJIOOYITiHI pocTe B Yaci BIAMOBIIHO 10 MacH Tina narienra 3 [TIJ].

Ha croromni B YkpaiHi aeprkaBHa mporpama 3a0e3neuye 110 3aMiCHY Teparlito He
JMILIE JITSAM, ane i yxxe nopociaum. Tomy nauientu 3 111, mo maroTh nposiBu aediuuTy
AHTUTUIOYTBOPEHHSI, MPU MEPIOANYHIM 3aMICHIM Teparii MaloTh MOBHOLIHHE 1 SIKICHE

KUTTHA.
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4.2.2. OuiHka BITHOCHO BIKY PM3MKIiB KJIiHIYHUX MapKepiB AedeKTiB parouurosy

3a oTpuMaHUMHU pe3yJbTaTaMu (METOJOM MYJIbTUHOMIHAJIBHOI JIOTICTUYHOI
perpecii 3 noBipuuM iHTepBasioM 95%) y nmocmimkyBaHux 48 mamieHTiB 3 JaedekTamu
¢daronuTo3y BUAHO TEHICHIIIO paHHIX KIIHIYHUX MIPOSBIB 3aXBOPIOBAHD BiJ] 6-MiCSIYHOTO

BIKY IIPOTSTOM YChOT'O KUTTS marienTa (pucyHok 10).
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Pucynoxk 10: Cmynins pusuxie nasenocmi Oeghexmis pacoyumo3sy npu 8UAEIEeHHI OKPeMUX

KJIIHIYHUX MApKepi8 y AHaMHe3l NpU ONUMYEAHHI 6 DI3HOMY BIYL.

88



[TueBMOHIT y mamieHTiB 13 JedekTaMud (aromuTo3y MNPOSBISIOTECS TMpPU
OIliHIOBaHHI aHaMmHe3a B 6 micamiB (koedimieHT pusuky Exp(B) na piBni 3,211), nami
3acdikcoBaHi y 12 micsis (2,060), 18 micsamis (1,911), 2 poxu (2,111), y 3 poku (6,665),
y 4 poxu MakcuMyM BusiBiieHHs (8,618), mami gemo Menme y 6 pokis (1,166), a Takox y
crapuomy Biri — B 15 ta 18 pokis (1,133 Ta 1,084 BinnmoBigHo). CepenHiii koedilieHT
pU3UKY MTHEBMOHIN nipu Aedekrax garonurosy y aitei — 3,107,

['HiiHI OTUTH NPOSIBISUTMCS TAKOX 3 PAHHBOTO BiKY — B 9 MicsiB (1,028). Jlani y
18 micsmi (1,085), 2 poku (1,114), me Ginbiie y 3 poku (3,588), MAKCUMYM PU3UKY
nposiBieHHs y 4 poku (5,054), Hamami BUCOKI pU3UKH HE peecTpyBaiucsa. CepenHiid
Koe(dilieHT pusuky — 2,374.

['HiitH1 cunycuTH nipu 1eexTax gparountosy GikcyBanucs y 4 poku, Koe(ilieHTt
pusuky 2,318.

Abcuecu mkipu —y 3 ta 4 poku (3,228 14,029), y 15 Ta 18 pokiB (2,372 1 2,490).
Cepenniit pusnk BULMi 11 adcieciB mkipy y ik miarpymi [I/] y 3,030 pa3iB BizHOCHO
IHIIUX JOCIIKYBaHUX HO30JoT uHUX miarpyn TTIJT.

CroMatuT, 10 PElUUIUBYIOTh, MposBisuHca y 18 wmicsamiB (2,676), 2 poku
(1,305), 3 poku (6,306), 4 poxu (9,452), 15 poxiB (1,578) ta 18 pokis (1,716). Cepenniit
koedimieHT pusuky — 3,839.

PeunnuBHi kanauao3u — 3 9 wmicsauis (4,886), 3 mpoaoBKEHHSIM NposBIB y 12
micsiB (3,045), 18 micsiB (1,782), 24 micsi (1,510), 3 poku (4,785) Ta 3 MakcuMymMoM
y 4-piuromy Biti (6,504). Cepenniit koedili€eHT pU3UKY JUIS KaHIUIA031B — 3,752.

[Tanapuuii Ta maponixii ¢ikcyBanucs y 2 poku (1,080), 3 poku (2,932), 4 poku 3
MakcumymoM (3,576), a Takox y 18 pokiB (1,240). Cepenniii puzuk 3 KoeirlieHTOM y
2,207.

Octeomienitu — y Biti 12 micsuis (4,635), 18 micauis (3,479), 2 poku (3,905), 3
poku (11,219), 4 poku 3 makcumymom koedirtienta (16,698), 6 pokis (2,241), 9 pokis
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(4,921), 12 pokiB (4,065), 15 pokis (6,595), 18 pokis (4,814). MoxHa TOBOPUTH TaK CaMo
PO BUII PU3UKH Y Billl 4 pokiB 3 kKoediuieHToM 16,698 Ta cepenHiii KoeQilieHT PUBUKY
6,257. Ilpote, sk 0auyMMO, HAABHICTH OCTEOMIENITY B aHAMHE31 3HAYHO BIUIMBA€E Ha
BCTAHOBJICHHSI J11arHO3Y JiePeKkTiB (parouutoly MNpH OIIHIOBAHHI I1CTOpii XBOPOOH
IPAKTHUYHO B OyIb-IKOMY BIIll AUTHUHHU.

Meninritu npu aedexTax ¢GaromuTo3ly MarOTh PU3UKKA OYTH BUSBIECHHMH B
aHamHe31 y 6-micsanomy Bimi (3,211), mami B 12 micsamis (1,108), 18 micsamis (1,127), 3
poku (2,328), 3 makcumyMoM y 4 poki (3,039). Cepenniii koedirtieHT pusuky — 2,163.

®dnermonu (ikcyBanucs 3 3-piuHoro Biky: y 3 poku (12,185), B 4 poku
MakcuMalibHU# koediiieHT (18,148), y 6 pokis (1,938), 9 pokis (3,199), 12 pokis (2,506),
15 poxkiB (3,892), 18 pokiB (4,888). Cepenniii Exp(B) mns dnermon mpu nedexrax
daromurosy — 6,679.

Cencuc —y Biui 6 micsis (3,211), 12 micsuis (1,590), 18 micamis (2,125), 2 pokis
(2,151), 3 pokiB (6,917), 4 pokiB (9,557), 6 pokiB (1,342), 9 pokis (1,546), 12 pokis
(1,324), 15 poxkis (1,725), 18 pokis (1,634). MakcumyM koe(illieHTa PU3UKY CTaHOBHB
9,557, cepenniit mokazauk — 3,011,

[HBa3MBHI MIKO3HM TaKOXX MaJld BIUIMB Ha PU3UKH IM1103pH Ae(hEKTIB (arornurosy
IpU OI[IHIOBaHHI aHaMHe3a OyAb-sIKOro BIKYy, mouyuHatoun 3 6 wmicsauis. Crpasii,
naTo¢i310J10T1s [IUX HO30JI0T1H nepeadadae po3BUTOK rprubkoBoi iHGekIii. Koedimientu
pU3HKY oOIliHeH1 s Biky 6 micsuiB (3,211), 9 micamiB (21,578), 12 micsaui (10,888),
18 micsmis (7,988), 2 pokis (7,413), 3 pokis (23,638), 4 pokiB (48,697), 6 pokis (4,227),
9 pokiB (19,542), 12 pokiB (17,652), 15 pokis (27,578), 18 pokiB (4,888). Ax 6aunmo,
JIOKalbHI €KCTPEMYyMH KOE(IIIEHTIB PU3UKY HAsABHI SK Yy JOHIKIIBHOMY, TaK 1 B
M1UTITKOBOMY Birli. Makcumansuuii koedimieHt 48,697, cepenniii — 16,442.

Abcuecu BHyTpimHIX oprasiB — y Bimi 18 micsmis (1,017), y 2 poku (1,500),
3 poku (5,576), B 4 poku MakcuManbHuil koediieHTiB (7,749), y 6 pokis (1,124), 9 pokis

90



(1,235), 12 pokie (1,172), 15 poki (1,527), 18 pokiB (1,423). Cepenniii koedirieHT
PHU3UKY 7S IIbOTO KIIIHIYHOTO Mapkepa 2,480.

I'mitini mimdaneHiTd, M0 peHUAUBYIOTH, 3adikcoBadi y 12 micsamiB (5,669),
18 micsmis (4,122), y 2 poku (4,349), 3 poku (13,774), 4 poxu (20,741), 6 pokiB (2,314),
9 pokiB (4,984), 12 pokiB (4,061), 15 pokiB (6,356), 18 pokiB (7,813). Makcumym
KoedillieHTa pU3UKY TaKoX npuraaae Ha 4 poku — 20,741, cepenniii mokazHuk — 7,418.

BusiBnenns HeiitporneHii B anaMHe31 AiTel 3 fegextamul (paronutosy HaliyacTiie
BiI0yBasiocs B 9 micsiiB 1a B 4 poku: y 6 micsiB (3,211), 9 micsmis (17,237), 12 micsiiB
(7,614), 18 micsuis (5,882), y 2 pok# (5,424), B 3-pidHOMY BiIli MOJIC]Ib BpaxyBaja BIUIUB
KpUTEpII0 HelTponeHli He3HauymuM s audepenuianii 3 iHmmmu I, y 4 poku
(33,165), 6 poxkis (2,720), 9 pokis (7,487), 12 pokis (5,071), 15 pokis (7,044), 18 pokiB
(9,671). Cepenniit koedirtient — 9,502,

JlimponeH1i MaroTh HAaBHUILI KOE(DILIEHTH PU3UKY TAKOX y Bl 9 MicAwiB, 3 Ta 4
POKiB, 1 AojaTkoBO y 18 poki: y 9 micsamiB (14,707), 12 micsmis (7,493), 18 micsiis
(3,424), y 2 poku (3,104), 3 poku (10,119), 4 poxu (15,887), 6 pokis (2,109), 9 pokis
(5,873), 12 pokiB (3,568), 15 pokiB (9,303), 18 poki (11,998). Cepeaniii xoedirieHT
pusuky — 7,962.

Bpouxoekra3u cepen mocmimkyBanux aitei 3 IIIJ[ He3nauHo, 3 kKoedilieHTOM
1,086, aie Bce X BIUIMHYJIM Ha PU3UK Mia03pu JedekTiB ¢Garomurosy JUile Mpu
OLIIHIOBAHHI aHaMHe3a | 8-piuHOro BIKY.

A rHiliHMYKOB1 1HDekli mKipu dikcyBanmucs gk mposiB miei miarpynu [T1]]
MPOTATOM yChOTO KUTTSA: y Bimi 6 micsamiB (3,211), 9 micamiB (15,433), 12 micsmi
(10,235), 18 micsmis (5,194), 2 pokis (2,940), 3 pokie (10,780), 4 poxis (15,879), 6 pokiB
(1,622), 9 pokie (2,054), 12 pokiB (1,546), 15 pokie (2,384), 18 pokiB (3,058).
Makcumymu Koe(illi€eHTIB pU3UKY — Y Billl 9-12 micsuiB Ta 3-4 pokiB, CEpeIHIi MOKAa3HUK

—-6,195.
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3arpyuMKa BiAMaAiHHS MYNOBHHHOTO 3aJMIIKy Oyia 3adikcoBaHa y 6 MICALIB
(3,211), 12 micsimiB (7,436), 18 micsmis (6,079), 2 poku (4,294), 3 poku (13,781), 4 poku
(13,781 — makcumym), 6 pokiB (1,207), 9 pokiB (1,052), 15 pokis (1,700), 18 pokiB
(1,825).

Ycxnaanenns nicnd merneHHs BLDK dikcyBanucs B anaMHe31 SIK pU3UKOBI Y BiIll
9 micsmiB (1,291), 18 micsuis (1,041), 2 pokis (1,536), 3 pokis (4,658), 4 pokis (6,099),
6 poxiB (1,240), 9 pokiB (1,172), 15pokiB (1,449), 18 pokiB (1,537). Cepenniii
KOe(DIIIEHT pU3UKY — 2,225.

XpoHniuHa HeiH(deKIIHa iapes TPUBAIICTIO TTOHA/ OJIMH MicAllb 3aikcoBaHa y
Bili 2, 3 Ta 4 pokiB 3 BiANOBIAHUMU pu3ukamu y 1,020, 2,529 Tta 2,895 pazis. Cepennii
koedirtient — 2,148.

[ToBTOpHI OE3MPUUMHHI JIUXOMAHKU B aHAMHE31 MaJiy BIUIMB Ha J[1arH03 Je()EKTIB
¢darouurosy y Bimi 6 1 9 pokis (1,117 ta 1,032 BignosigHo), y 15 1 18 pokis (1,439 ta
1,513 BianoBigHO). Y cepenHbOMY po3paxoBaHuil koedimieHT ckianae 1,290.

CmepTi 0IM3bKUX POAMYIB Y PAHHBOMY Billl Bi 1H(QEKIIHHUX a00 OHKOJIOTTYHUX
XBOpOO Majii pU3HMKHU MPHU OLIHIOBaHHI aHamHe3a y 12 micsamiB (11,491 — makcumym),
18 micsmiB (4,420), 2 poxku (3,152), 3 poku (5,376) 1 4 poku (5,803). Cepenniit
koeditieHT pusuky 5,315.

Hassnicte Bcranosnenoro 1] y poaqunHOMy aHamHe31 BIUTMHYJA Ha JehEKTH
(darouurTosy, ajne He cTajla TON-MapKepoM, K Mpu AePiuuTax aHTUTIIOyTBOpeHHs. Lleit
Mapkep nposiBuB cede y 12 micsis (2,089), 18 micsmis (1,335), 2 poku (1,226), 3 poku
(3,410), 4 poku (4,268). Cepenniii koedimieHT pus3nky 2,235.

Cmnenomeranist — y 2 poku (13,523), 3 poxu (50,472), 4 poxu (95,63 —
Makcumym), 6 pokiB (1,594), 9 pokiB (1,574), 12 pokiB (1,260), 15 poki (1,258),

18 pokiB (1,269). Cepeaniit koeillieHT pU3UKY CIIIEHOMETalii JocUTh BUcokuil — 20,823.
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CtpyKTypHI YpakeHHsI IIKipH 3aikcoBaH1 y 2-piyHOMY, 3-pIYHOMY 1 4-pIYHOMY
BiIli 3 KoedilieHTaMu pU3nKy BiamosimHo y 1,206, 3,730 1 4,798. Cepenniit koedimieHT —
3,245,

Ax OGaunmo, mpu aedekTax (parouuTo’y KIHIYHI MapKepu MPOSBISIOTHCS
OpOTATOM yChOro auTsyoro BiKy. [lpu 1pboMy HaAWOUIBII BHCOKAa WMOBIPHICTD
BCTAHOBJICHHS Jl1arHO3Y JieekTiB parouutoly BigHocHO iHmux [11]] BuspieHa y Bimi 3-
4 pokiB, TOMYy B@)XJMBO BIPHO OIIHWUTH KJIIHIYHI TPOSBH [IJIs1 OUIBII PaHHBOTO

BCTAHOBJICHHSI JIIarHO3Y 13 II€1 TPYNH BPOIKEHUX IMYHOAEC(PIIUTIB.

4.2.3. OuniHka BiAHOCHO BIKY PH3HKIB KJIIHIYHMX MapKepiB KOMOIHOBaHMX

imyHoaedinurin
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Pucynoxk 11: Cmynins puzuxis HasgHocmi KOMOIHOBAHUX IMYHOOeDiyumis npu 6Us61eHHI

OKpeMux KIIHIYHUX MapKepi8 Y AaHAMHe3l Npu ONUMYEAHHI 8 PISHOMY GIYl.
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s koMOIHOBaHUX IMYHOJE(IIUTIB PU3UKU TMEBHUX KIIHIYHUX MapKepiB €
HaJMIpPHO BUCOKHMH JIJIs X BiJI0OpakeHHs Ha rpadikax, 1mod mpu bOMY 1HII KIiHIYHI
MapKepu 3aJIMIIAIKCS HAOYHO JOCTYIMHUMHU. 3 II€I0 METOI KOE(DIIEHTH PU3BHKY, /€
Exp(B) > 1000 (Mmapkepu MEHIHTITIB, aOCIIeCiB BHYTPIIIHIX OpPraHiB, XpOHIYHOI Jiapei),
Ha rpadikax He BKa3aHi.

[THeBMOHIT Mald pU3BHKK IIOJ0 MOJAJIBIIOTO BCTAHOBJICHHSA J1arHo3y
KOMOIHOBaHOTO IMyHOIe(DIIIUTY TIPH OIIHIOBAHHI aHAMHE3Y JOCI1KYBaHUX JITEH Y Billi
9 micamiB (22,818), 12 micsamiB (45,916), 18 micamis (26.372), 2 pokiB (47,204 —
MaKCUMYM), a Takox 15 pokiB (2,431) ta 18 pokis (2,618). Cepenniil KoepiliEHT pU3UKY
CcTaHOBUTH 24,560.

['HiliHi otutH — y Bimi 9 micauiB (5,707), 12 micsuis (3,654), 18 micsiis (4,316),
y 2 poku (10,919 — makcumym), 15 pokiB (6,749), 18 pokiB (6,966). Cepenniit koedimieHT
—6,385.

I'HiitH1 cunycuTH QikcyBanuca y 15 ta 18 pokiB 3 BIANOBIAHUME Koe(DilliEHTAMU
pusuky 4,095 ta 5,219, cepeanim 3HaueHHM 4,657,

PermauBHi HemexaHiuH1 cToMaTUTH — Y Bitll 18 micsis (22,054), 2 pokis (55,608
— Makcumym), 15 poki (1,161), 18 pokiB (1,412). Cepenniii koedilieHT pU3UKY AJId
poro mapkepa — 20,059.

PenmauBhi kanauao3uw — B 9 micamiB (5,181), 12 micsamis (7,746), 18 micsauiB
(9,426), 2 poxu (18,138 — makcumym), a Takok y 18 pokiB (3,604). Cepenniit koedirieHT
U Kauauao3is — 8,819.

OHIXOMIKO31 MOCTYTOBO HAPOCTAIM B IJIaH1 KOE(IlI€EHTIB pU3UKY 3 BIKy 6 POKIB
(1,585), 1 gam B 9 pokiB (1,570), 12 pokiB (1,910), 15 pokis (4,477), 18 pokiB (5,108 —
MakcumyMm). Cepenniit koedimieHT pusuky 2,930.

[Tanapunii Ta mnapoHixii ¢ikcyBaivca jume B 15 pokiB 3 HE3HAYHUM

koedimieaTom pusuky 1,302.
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OcreoMieniTi HeOE3MEUHII 010 KJIIHIYHOI MiI03pH J1arH03y KOMOIHOBaHOTO
imyHonmeimuty: y Bimi 12 micsmiB (3,514), 18 micsmis (3,723), 2 pokiB (10,914 —
MakcuMyM), 15 pokiB (4,039), 18 pokis (5,234).

A MEHIHTITH BIIEpIIe MOKa3ajau cepel MapkepiB Buieonucanux miarpymn [TIJ]
nepeluid MexXy KoedillieHTa pU3HKy BUIIE THcayl, HaBiTh Buile 100 tucsu. Otxe,
HasgBHICTP MEHIHTITY B aHaMHE3l pPHU3MKOBAa IOAO 03P Ha KOMOIHOBaHUU
iMmyHOZebinuT B Oyab-skoMy Biri: 3 9 micsmiB (116,315), y 12 micamnis (182,424),
18 micsmiB (30,943), 2 poxu (146,936), 3 poxu (4,605), 4 poxu (21,667), 6 poki
(54,771), 9 pokiB (21931,261), 12 pokis (113232,763 — makcumym), 15 pokiB (82,933),
18 pokiB (139,264). Cepenniii koedirieHT pu3uky ckiaamgae 12358,535. Mu po3ymiemo,
10 MAIIEHT 13 HAsBHUM MEHIHTITOM Mae ayxe BUcOKy mifo3py Ha [1IJI. Tak, y Bimm 3-4
POKIB 3’ ABJISIETHCS M1103pa MO0 HE JUIIE KOMOIHOBAHOTO IMYHOAE(PIIUTY, ajie i IHIIUX
tumiB  II[J[. Tomy Koe(iuleHTH PHU3MKY [JIsI MEHIHTITIB NOpU KOMOIHOBAaHMX
iMyHOIEe(PIIIUTaX Y 1 BIKOBIN TPYIIl 3HUKYIOTHCS. AJie IPU MEHIHTITI CyMapHUN PU3UK
nigo3pu Ha I1IJ] 3aramom 13 Oyab-sSKOi KIacU(PIKALIMHOI TPYNH HISIK HE MEHIIUN y Oy/Ib-
SKOMY BIIIi.

dnermonu GikcyroThes y 15 Ta 18 pokis, koedimieHTn Bignosiano 1,653 1 1,542.
Cepenniit koedimient — 1,598.

Cemncuc mae BHCOKI KOeQIllIEHTH B PaHHBOMY BiIll, @ 3 BIKOM JICUIO0 MEHIII
BiIHOCHO 1HIUX Ho3ojoriu II/]: y Biui 9 micsmis (116,315 — makcumym), 12 MicsiiB
(80,161), 18 micsamiB (11,405), y 2 poku (23,556), 6 pokis (1,213), 9 poki (2,420),
12 pokiB (3,206), 15 poxiB (4,217), 18 pokiB (5,269). Cepenniit koeirieHT pU3MKY A5
CENTHYHUX cTaHIB — 27,529.

[HBa3MBHI MiIKO3U MPOSBUIU ceOe nuiie B 9 MICAIIB 13 HE3HAYHUM BILUIUBOM —
koediienT puszuky 1,011.

AOcuecu BHYTPIIIHIX OPraHiB — TaKOX Ay e BUCOKOPHU3UKOBI: y 18 MicdiiB

(724,164), 2 poxu (1828,684 — makcumym), 3 poku (8,259), 4 poku (5,806), 6 pokiB
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(7,536), 9 pokiB (255,767), 12 pokiB (451,236), 15 pokis (18,93), 18 pokis (31,249). Sk
O0auumo, TeHaeHIil BmuBy pusukiB iHmmx [1IJI, mHanpuknan, nedextiB Qaromurosy,
MPOSIBIIAIOTECA Y Billl 3-4 POKIB, MPOTE SKIIO JJISI MEHIHTITIB €KCTPEMyM BILIHUBY
MIpUIIaJia€ Ha OIIHIOBAHHS aHAMHE3y B IIJIJIITKOBOMY BiIli, TO JJis aOCIIECIB BHYTPIIIHIX
OpraHiB NMPUMNAAA€E 1 HA MATITKOBUH BiK, 1 HA paHHIN BIK 3 MAKCUMYMOM KoedilieHTa y 2
poku. CepeaHiii KoedillieHT pU3UKY y pe3ysIbTaTi TeX BUCOKHUH 1 ckiagae 370,181.

Jlimbanenitu — y Biti 12 micsmis (1,233), 18 micsamis (2,539), 2 pokis (9,774), a
TakoxkK y 151 18 pokis (1,930 ta 1,991). Cepenniii koedirieHT puszuxy — 3,493.

Jliist HerTporneHiil pusuku GikcyroThes y 9 micsis (4,015) 1 12 micsmis (4,438) 13
cepenHiM KoediuienTom 4,227,

JlimponeHnii moa0 KOMOIHOBAaHUX IMYHOe(PIIIUTaX MAtOTh PU3UKH JEII0 BUIII —
y Bitll 9 micsiB (5,632), 12 micamis (11,915 —makcumym), 18 micsiis (2,542) ta B 2 poku
(3,890). Cepenniit koedirieHT pu3uKy JiMdorneHii — 5,995.

BcranoBnieHuii  giarHo3  XpOHIYHOTO — OpOHXITY  BIUIMBaE Ha  MiJI03PY
KOMOIHOBAaHOTO IMYHOAE(DIUUTY JIMIIE Yy CTapuioMy Bill — pu3uK y 18 pokiB 3
koedimieatom 1,615.

Bbponxoekra3u — Takox nuiie y 18 pokis (3,165).

['HiliHMYKOBI 1H(EKIi KIPU HABMAKHU, TPAIUISIOTHCS IIE€ 10 POKY: 9 MicAwiB (3
MakcUMaIbHUM KoeditienToM 6,835), 12 micsaui (1,487), 18 micsmiB (2,989), 2 poku
(5,183), 15 poxis (1,416), 18 pokis (1,195). Cepenniii koedimienT pusuky — 3,184.

3arpuMKa BiNaAIHHS MyTTOBUHHOTO 3aJUIIKY T€K Ma€ aHAMHECTUYHUHN BILIUB 13
9 micsmiB (6,835) 1 magam B 12 micsmiB (4,655), 18 micsis (8,196), 2 poku (25,53 —
Makcumym), 15 pokiB (6,04), 18 pokiB (6,621). CepenHiii pu3MK 13 BIUIMBOBUM
koedimieaToM 9,646.

VYceknannenns BIDK-BakiuHaliii mpu OIIHIOBaHHI aHaMHe3a 1€ BIUIMBOBIIIT HA
PHU3HK M1103pyu KOMOIHOBaHOro iMyHonedinuty: y Bimi 9 micsauis (20,259), 12 micsuis

(13,632), 18 micsmiB (15,9), y 2 poku (85,9 — makcumanpHHi Koe(illieHT), 3 poKH
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(1,035), 4 poku (1,167), 6 pokis (3,327), 9 pokis (23,392), 12 pokis (10,075), 15 pokiB
(16,707), 18 pokis (22,793). Cepenniit koedinieHT pusuky — 19,472.

XpoHiuHa HelH(eKI[IfHa giapest TPUBAICTIO MTOHAI MICSIlb, SIK OJIMH 13 HAHO1IBII
KJIIHIYHO 3HAYUMHX PaHHIX MapKepiB KOMOIHOBAHOTO 1IMYHOJE(IIIUTY, MPOSBUB ceOe
HAJMIPHO BHCOKHMMHU KOe(]iIlieHTaMU pU3HKY, 3 MakcumMyMmoM Buie 100 Tucsd: y Bimi
9 micsauiB (366,229), 12 micsamis (856,81), 18 micsis (951,357), 2 pokis (113961,482),
3 pokiB (237,281), 4 pokiB (95,193), 6 pokiB (19,333), 9 pokiB (1226,45), 12 pokiB
(4201,019), 15 pokiB (645,524), 18 pokis (1279,277). Cepenniii pu3uk Mae KoeQillieHT
11258,178, 1110 BITHOCHO 1ICHTUYHUN TaKOMY IPU MEHIHTITaX.

[lepiognuna Oe3NpUYMHHA JMXOMAaHKAa XapaKTepHA ISl CTaplioro BIKY — ¥y
12 pokiB (1,151), 15 pokiB (4,364), 18 pokiB (4,738). Cepenniil KoeillleHT PUUKY —
3,418.

Hasggnicte I1IJ] y ciMeiiHOMy aHamMHe31 Ma€ HE3HAYH1 pU3UKU LIOJI0 IM1JI03pU Ha
KoMOiHOBaH1 imyHoAedinuTu y 9 micsuis (1,017), 12 micsuis (1,044) ta 2 poku (1,087).
Cepenniit koedimient — 1,049.

Cmnenomeraiist ¢gikcyerbess y Bimi 2 pokiB (11,629), 15 pokiB (33,503) Tta 3
MaKCUMaJIbHUM pHU3UKOM y 18-piunomy Bir (52,788). Cepenniil pu3uk CruieHOMeranmii
Mae koediient 32,640.

CtpykTypHI ypakeHHs mKipu — Yy 2 poku (12,883 — makcumym), 9 pokiB (1,354),
12 poxiB (1,775), 15 pokiB (9,016), 18 pokiB (10,936). Cepenniit koedilieHT pU3UKY —
7,193.

Otxe, 6auMMO 4ITKYy KapTUHY 3HAYHUX BIUIMBIB OJHUX KJIIHIYHUX MapKepiB,
HaJMIpHUX BIUIMBIB 1HIIMX MapKepiB, PI3HUN BIK MOYaTKy iX mposisiB. Lle BaxiuBHii
MOMEHT, 3 SIKOTO MOKHa POOMTH BHCHOBOK, 10 y PI3HMX HAIl€HTIB 3 THUM CaMUM
JIarHO30M MOKe OyTH 30BCIM pi3HA KIIIHIYHA KapTHHA, pi3HA AUHAMIKa MposiBiB. A
HE3MIHHMM  3aQJIMIIAEThCS BHCOKAa HeOe3leka Ta JICTAIBHICTh KOMOIHOBAaHMX

IMyHOZE(DIIUTIB TpPH BIACYTHOCTI JIIKYBaJbHUX 3aXOAiB, OCOOJMBO BpaxoBYHOUU
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HEOOXTHICTh paaukaiabHoi Tepamii metogoM TI'CK mms OiabIIOCTI HO30JOTTYHHX

JiarHO31B KOMOIHOBaHUX IMyHOIe(DIUTIB.

Bunagok XpoHiYHOr0 IKIPHO-CJAM30BOr0 KAaHIHI03Y

XJIOMYMK BiJ] TPETHO1 BariTHOCTI HApOAUBCs 3 Macoro Ti1a 3900 rpamiB, 3pOoCcTOM
56 cantumetpiB. byB memnenunit npotu renatuty B Ta Bakumnoro BLDK. Mae 3mopoBux
Oparta 1 cecTpy.

3 BIKYy OJIHOTO MICAIISl CIIOCTEpIraBcsi KaHAMJIO3HUM CTOMATHT, IO CTaB
MOCTIMHUM. 3 LBOTO K BIKY MOYanucs OpoHxoJiereHeBl 1H(EKIi, 110 TPU3BEIHN Yepe3
MICSIIb JI0 TocmiTaiizalii. 3 4-MiCSYHOTO BiKY croctepiraiocsi OjatoBaHHs 1-2 pa3u Ha
JieHb. Y BIIl O POKY MPOTUTPUOKOBA Ta aHTHOAKTEplaibHa Tepamis Mana ciabkuii abo
KOPOTKOYaCHUM e(eKT, BIAOYBCs perpec pyXxOBUX HABUYOK, XJIOMYUK MEPECTAB XOAUTH 1
noTpeOyBaB MiATPUMKH cusiuu. JluTnHa Maii>ke He HaOupasa Bary. Maca Tina B OJIuH piK
ctanoBwia 7500 rpamiB. Y Bimi 15 micAiliB XJ0MYKMKa MPUBEIM HAa KOHCYJIBTAIIO O
JUTSYOTO 1MYHOJIOTA, TOCHITANI3YBAIM Y KIIIHIKY Y BaXXKOMY CTaHi: JMXajbHa
HEJIOCTATHICTh, MOCTINHUHN Kallleb, XPHUIH 3 000X OOKIB JIET€Hb 3 KPEMITAIIEI0 Y HUKHIX
BIIJIUIaX crpaBa, OJIrOBaHHS 70 6 pa3iB Ha JEHb T'YCTHM CIIM30M, 3arajibHa CIa0KiCTh,
MOTaHUM areTUT, MOPYIICHHS pyXiB (KOJHMXaHHS TMPU XOJb01), MOBUIBHICTH PYXIB,
BIJICTaBaHHS y (i3uuyHOMYy pO3BUTKY. Ha ciam30Biid 00ONOHII MOPOXKHUHU pOTa
crioctepiraiacs MacMBHa OuTyBaTa MOJOYHHUIA. Ha miKipi HaBKOJIO poTa Ta 3aJHBOTO
npoxoay Oyfmu epuTeMaTo3Hi OJSIIKM 3 MalepOBaHOI0 TMOBEPXHEI0 — KaHIUIO03HI
IHTEPTPUTO.

BigznayaBcs XpOHIUHHMI 3amaJbHUA TIPOLEC Yy JIETEHAX 13 CHMITOMAMH
rineprnHeBMaTo3y Npu peHTreHorpadii, KarapaabHOro eHA00POHXITY MpU OPOHXOCKOMIT,
KaHJIUJO03HOTO e30(arity Ta BHCOKOro TacTtpoe3odareaibHoro pedioKkcy Mpu

e3otaroractpoayosienockonii. CroctepiraBcst 3Haunuii pict Candida B KynmbTypi 3i
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CJIM30BOi 00OJIOHKH MOPOKHUHHU POTa Ta CTPaBOXoy. MikpoopraHi3MiB y TOCIB1 KPOBI
HE BUSBJICHO.

3MiHU KIITUHHOTO IMyHITETY: 3HIKeHHs CD3+ T-xmitun (1752/MKi1, HOpMabHi
niamazonu: 2100-6200/mki) BHachigok 3HmwkeHHs CD3+CD4+ T-xmitun no 21,02%.
3umwxkenns IgA — 0,29 r/n (nianazon Hopmu — 0,4-1,7), ane iHI11 iMyHOTTI00Y TiHU OYiH B
mexxax Hopmu: 1gG — 13,59 r/n (mianaszon Hopmu — 3,5-13,6), IgM — 1,15 1/n (miana3on
Hopmu — 0,3-1,9).

Buxmouennst BIJI 6yno HeoOXigHUM, OCKIIbKH Oyi10 3MeHIIeHHs T-1iMponuTiB
CD3+ CD4+.

BaxiMBO TakoK BUKJIIOYUTH TyOEpPKYJIb03, OCKUIBKH XJIOMYHUK 13 KOMOIHOBAHUM
imyHonedirutom BakiuHoBanuit BIDK B momoroBomy Oymuuky. Illlkipuuii Ttect Ha
TyOepKyJIiH OyB HETATUBHUM.

PeunnuBHi 1H@eKuii pi3HUMH NATOT€HAMH, IO MPU3BOAATH OO CEPUO3HUX
NpOSIBIB  3aXBOPIOBaHHS, KOMOIHOBaHUNM IMYHOAEDIIUT TpU  JTAOOPATOPHOMY
JOCIIKEHH] JJajy 3MOTY 3aliJO3pUTH IIKIPHO-CIM30BUNA KaHIU103 a00 MEHACIIBChKY
CXHJIBHICTD JIO MiKOOAKTepiaIbHUX 3aXBOPIOBAHb.

['eHeTnuHe MOCHIKEHHS BUSBWJIO MAaTOreHHMM BapiaHT MyTtamii ¢.1154C>T
(p.Thr385Met) B reni STATI, xapaktepHuii misg oci® 3 ayTOCOMHO-JIOMIHAHTHUM
XPOHIYHUM IIKipHO-CIM30BUM  Kanaumo3oMm i3 STATI-gof (gain-of-function) —
nocwieHHsIM (pyHkuii STATI. ITatorennoi mytamiiy STATI, ¢.1154C>T (p. Thr385Met),
y 4JieHiB poaunu (Opat, cecTpa, MaTu Ta 6aThbKO) HE BUSIBICHO.

JlikyBaHHS: minepaniH-Ta300aKTam, JHE30I1], ¢bykoHa301I.
BHyTpiltHROBEHHE BBEJICHHS BOPUKOHA30J Ty MaJl0 KOPOTKOYACHUI MO3UTUBHUN €(EKT.
[Tomanpima npodinakTuka — MpOTUTpuOKoBa Tepartis: GaykoHazon 100 mr/no0y onun pa3
Ha 00y MiJ KOHTPOJEM PETiOHAJBLHOTO JUTAYOro iMyHousora. IIpogoBxyoTs npuiiom

CyJib(paMeTOKCa30y-TPUMETONPUMY B TPOPITaKTUUHIN 1031 2,5 MI/Kr/100y 0MH pa3 Ha
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JIEHb MPOTATOM 3 MicAIIB. AMOKCHUITMJIIH-KJIaByIaHaT y 1031 320 Mr/mo0y 1Bidi Ha ICHb.
TepamneBTryHi Ta MpoUTAKTUYHI TPU3HAYCHHS 1adu e(DeKT, ajie JUIIe THMYACOBUH.

VY Bimi 20 MicsiB, 3Bakal0ud Ha HEKOHTPOJHOBAHE BAXKKE YPA)KEHHsI JICTEHIB,
pedpakTepHuil 10 JIIKYBaHHS KaHAMAO3 POTOBOI TMOPOKHUHU Ta CTPaBOXOAY,
IMyHOJIOTIYHUW CTaTyC, MmO BiAmoBigae koMOiHoBaHOoMy imyHomedinuty XIICK,
3arajbHe 3HMKEHHS SKOCT1 KUTTS MallieHTa, MoCcTallo nuTanHs npo nposenaeHus TTCK.
Pimenns mozmo Bubopy TI'CK sik meToay mikyBaHHS OyJi0 BaXKKUM, BPaXOBYIOUH, 1110 TTPH
iMyHOIEe(PIIUTI B pe3yapTaTi MyTalii 13 mocuineHHsM QyHKIli B STATI Hemae eauHO1
JYMKH IIOJI0 BUKOPUCTAHHS TPaAHCIUIAHTAIlll KICTKOBOTO MO3KY SIK JIIKYBaHHS 4epe3
BUCOKY CMEPTHICTh IALIEHTIB 13 TAKUM JIarHO30M. Y TOH JK€ 4Yac Ha KOPHCTH
paguKaIbHOTO CrocoOy JIIKyBaHHS OyNMW JlaHi Mpo Te€, II0 B MAIIEHTIB 3 MyTalliIMH
STAT1-gof, saxi Bwxunu micns TI'CK, BimOyBasocsi MOBHE BiJHOBIEHHS IMYHITETY.
PimrenHs 0yo NpUitHATO CHIIBHO 3 OaThKAMM MALIE€HTA, SIK1, HE3BAYKAIOUH Ha BC1 PU3HKH,
Hanosisirany Ha TI'CK depe3 HU3BKY SIKICTh KUTTS JIUTUHU Ta BCI€l POJUHU, a TaKOX
yepe3 BIICYTHICTh Ha/lii Ha MOKpPaLIEHHS.

JloHOpoM 3a 3rofi0r0 0aThKIB CTajla CECTpa XJIOMYHKA, sIka Maja MOBHY 3 HUM
CyMicHICTh 3a pesynbraTamMu HLA-tumyBanns. TpancrmaHTaiiss KiCTKOBOTO MO3KY
BUKOHYBAjacs TiJl KOHTPOJEM JUTAYUX OHKorematoJioriB B HarioHanpHIM AUTAY1N
crieniam3oBanii jikapHi «Oxmataut». I[licns rocmitamizamii B OHKOTe€MaTOJOTIYHUN
LHEHTP Y Billl 22 MICSIIB CTaH XJOMYMKAa OyB BAXKKUM 4Yepe3 OCHOBHE 3aXBOPIOBAHHS,
JUXAJIbHY HEJOCTaTHICTh TMEPIIOro CTYIMEHs, OUIKOBO-CHEPreTUYHY HEIOCTaTHICTh
JIPYroro CTYTEHsS, aHEMII0 CEePeIHbOr0 CTyMeHsA. XJIOMYMK IMiJJIsTaB Cepho3Hii
XIMIOMIATOTOBIIL, 11100 yCi 1H(EKIIHHI nmpoliecu OyIu BiACYTHI Tepe]] TpaHCIIaHTaIIIElO:
CUCTEMHA aHTHOaKTepiadbHa Ta MPOTUTPHOKOBaA Tepamis (MEpOoIleHeM, BOPUKOHA30I),
BHYTPIIIHBOBEHHUI  JIOJAChKUN  iMyHOrnoOyniH 10%, dyacTkoBe mapeHTepaibHe
Xap4yyBaHHS, Teparis MapeHTepaJbHUM 3alli3oM Ta epuTpornoetuHoM. CTaH IUTHHH

cTal1Ii3yBaBcs, Mmaca 301IbIIMTIACS Ha 1600 rpamis. Kommekcue
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nepeATpaHCIUIaHTalliiiHe 00CTEKEHH MallleHTa Ta JIOHOpa HE MOKa3aiu aOCONIOTHUX
npotunokazanb 10 amwio-TI'CK. Comatuunuii craryc ao mpoueaypu amio-TT'CK 3a
mkanoro Jlancekoro cranoBuB 70%.

ITicns TI'CK marfieHT BHKUB, OJIHAK, B IIPOIIEC] TPAHCIUIAHTAIllT CIIOCTEPIraaucs
YCKJIATHEHHS Y BUTJIS1 TOCTPOT 1 XPOHIUHOT peakilii «TpaHCIUIaHTAT MPOTH Xa3siHa, 110
BUMArajao MOAAJIBIIOT0 KOHTPOJIO CIELIaNiCTIB, JIKyBaHHS MapaielIbHUX 3amnalbHUuX
MPOIIECIB y JIETEHAX, HATHUPHUKAX, KAIIKIBHUKY.

IMyHOIOTIYHE BITHOBIIEHHS Y XJIOMYUKA BCE K B1IOYJIOCS, IHPEKLIMHUI TTpoLiec
Hajaal He TposBisaBcs. [lalieHT cTaB aKTUBHHM 1 B JaHUH Yac B CBOEMY (PI3UUHOMY
PO3BUTKY HE BIIPI3HAETHCS BiJl OJHOJITKIB.

TakuM 4YMHOM, HEOOXITHICTH SKOMOTa OUIBII PaHHBOI JIATHOCTUKHU Biirpae
KJIF04OBY potib Jis yeix 11, mo Bumararots TI'CK. Jlumie To/i mami€eHTH i3 BaXKKUMU

dbopmamu I11]] MOXyTh MaTH IIAHC HA BUX1J 13 KOJIa TOBTOPHUX BAXKUX 1H(HEKIIIH.

4.2.4. OuiHka BiAHOCHO BIKy PH3MKIB KJIIHIYHUX MapKepiB XBOP00 iMYHHOIL

TUCPeryJasauii
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XBopobu iMyHHOT ancperynsauii
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Pucynok 12: Cmyninb puzukie Has8Hocmi X80pob IMYHHOI oucpecynayii npu GUsEIeHHI

OKpemux KIIHIYHUX MapKepi8 y aHAMHe3l NPpU ONUMYEAHHI 6 DISHOMY 6IYl.
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3a oTpuMaHUMHU pe3yJbTaTaMu (METOAOM MYJIbTHHOMIHAIBHOI JIOTICTUYHOI
perpecii 3 J0BipYUM IHTEpBAIOM 95%) y AochipKyBaHMX 4 MAaIliEHTIB 3 XBOpoOamu
IMYHHOI JUCPETyJIsIli 0aurMMO BIUIMB KJIIHIYHHUX MapKepiB Ha BCTAHOBJICHHsSI J[1arHO3Y
takoro tumy [1IJ] mume 3 4-pigdoro Biky (pucyHok 12).

MoskHa JOMYCTUTH HEBIPHY 3/I0TAJIKy MPO MEHIIY KUIBKICTh JOCIHIIXKYBaHUX
MAII€HTIB 13 BKA3aHOI MiATPYIH, TPOTE BUIHO BUCOKI KOS(IIEHTH PUHKIB Y CTAPIIOMY
JTUTSYOMY BIIll JIJIsi OaraThOX KIIHIYHMX MapKepiB, TOMY BIUIMB KPHUTEPIiB HA PU3UK
NOTPAIUITHHA B MIATPYNy ICHY€ 3HA4HWM. €IUHUNA MIHYC MEHINOI BHOIPKH JESIKUX
HNIArpYH MOXE JaTW BIJACYTHICTh MPOSIBIB B MEBHUX BIKOBHX TIpyMax 3ajeXHO BIJ
IHIUBIAyaJIbHUX OCOOJIMBOCTEH KJIIHIYHOI MaHidecTalii XBOpoO Y JOCIHIKYBaHHX
MAI[I€HTIB.

[THeBMOHIi B aHAMHE31 MAIIEHTIB 13 XBOPOOAMH IMYHHOI AMCPETYIIsALil MarOTh
BIUTMB IIOJI0 Mij03pu Ha jgiarHo3 y Biui 4 poki (3,861), 15 pokis (2,900), 18 pokiB
(3,258). Cepenniii koedirienT puzuky — 3,340.

[miitHl otutu — y 4 poku (9,103), 6 pokiB (5,782), 9 pokiB (52,623), 12 pokiB
(16,703), 15 pokiB (71,258) Ta MakcuManbHuil KoediieHT pusuky y 18 pokis (78,329).
Cepenniit koedimient — 38,966.

[mitni cunycutu — B 4 poku (16,75 — makcumym), 6 pokiB (1,900), 9 pokis
(2,027), 12 pokiB (1,525), 15 pokiB (3,148), 18 pokiB (6,206). Cepemnniii koedimieHT
PU3UKY TpH AePeKTax IMyHHOI peryJsiii cKiaaae 1 THINHUX CUHYCHTIB 5,259.

AbGcrnecu mikipu 3adikcoBaHi y 4 poku 3 KoedimieHToM pu3uky 1,995.

PenuauBHi HeMexaHiuHI cToMaTuTH — Yy 4 poku (4,924), 15 pokiB (2,669),
18 pokiB (3,055). Cepenniii koedimieHT — 3,549.

Kanaunosu — y Bitti 4 pokiB (6.559), 15 pokis (1,476), 18 pokis (1,570). Cepenne

3HaueHHA pu3uky — 3,202.
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OnixoMmiko3u — y 15 ta 18 pokiB 3 koedimientamu puszuky 2,402 ta 2,775, y
cepenHbomy 2,589.

[Tanapuiiii abo maponixii juine 3adikcoBaHi B 4-piyHOMY BiIll 3 KOe(DIIIEHTOM
2,874.

Octeomiemitu — y Bimi 4 pokiB (3,790), 6 pokis (1,358), 9 pokis (1,893), 12 pokis
(1,629), 15 poxis (6,813), 18 pokiB (8,325 — makcumyMm). CepeaHiit KoeillieHT pU3HKY —
3,968.

MeHiHriTd npu xBopoOax iMyHHOI aucperyisiiii — B 4 poku (7,180), 6 pokiB
(1,191), 9 poxig (1,393), 12 pokis (1,377), 15 pokis (3,935), 18 pokiB (4,746). Cepenniii
koedimient — 3,304.

@dyierMOHU MaJii 3HAYHHUM BILUIUB 3 HAPOCTAHHSIM MOKAa3HUKA PU3UKY 3 BIKOM — Y
4 poxu (4,374), 6 pokiB (1,569), 9 pokiB (2,323), 12 pokiB (2,699), 15 pokis (13,413),
18 poxkiB (21,048 — makcumym). CepenHiit koedimient — 7,517.

Cencuc — y Biui 4 pokiB (4,902), 6 poxiB (1,290), 9 pokis (1,516), 12 pokis
(1,582), 15 poxis (6,424), 18 pokiB (4,984). CepenHiii Koehili€HT PU3KUKY IS CETICHCY —
3,450.

[HBa3MBH1 MIKO3U BILUTUHYJIM Ha MiJI03pY 1010 XBOPOO IMYHHOI IUCPETYISAIIT TPH
300pi aHaMHEe3y He ISl KO>KHOIO BIKY, a juiie B 4 poku (4,520 — makcumym), 15 pokiB
(2,713) ta 18 pokis (2,957). Cepenniit koeditieHT puzuxy — 3,397.

AOcuecu BHYTpIIIHIX OPraHiB BJIMHYJIM Ha PU3MK MiA03pH JuiIe B 15 pokiB 3
koedimieatom 1,323.

[miitai mimpanenita — B 4 pokwu (5,234), 6 pokis (2,004), 9 pokis (6,484), 12 pokiB
(8,247), nam pizke HapocTaHHs y 15 pokiB (56,976) Ta makcumyM y 18 pokiB (92,141).
Cepenniit pu3uK Takoro emi3zoay Mae koedimient 28,514,

Jlnst HeiitponeHi oOuucieHHs Aanud pe3ynbratd B 4 poku (3,999), 15 pokis

(1,875) 1 18 pokiB (1,986). Cepenniii koedirient — 2,620.
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Jlns niM¢ONeHIYHUX CTaHIB PU3UKU BUSBWJIKMCS OUIBII BIUTUBOBUMU — Yy BiIll
4 poxis (10,770 — makcuMansHU KOediltieHT), 6 poki (1,802), 9 pokis (2,736), 12 poki
(1,048), 15 poxkis (6,620), 18 pokis (7,764). Cepeaniii mokazuuk — 5,123,

Tpombonurtonenii — y 4 poku (3,926), 15 pokiB (2,036), 18 pokiB (2,425).
CepenHiii koedilieHT pus3uky — 2,796.

JliaraHo3 XpoHIYHOT0 OPOHXITY B aHaMHE31 HEe MaB BIUIMBY B 4 POKH, J1alll pU3UKHU
nposiBIsuIACS Y Biti 6 pokiB (1,863), 9 pokis (2,609), 12 pokis (3,147), 15 pokis (14,048
— makcumyM), 18 pokiB (10,964). Cepenniii koedimieHT — 6,526.

HasBnicte OponxoekrtaziB — y 15 ta 18 pokiB (2,069 ta 3,875) 3 cepenHim
KoedilieHToM pu3uKky 2,972.

[Tiogepmii — y Bimi 4 ta 6 pokiB (3,655 1 1,228), 15 Ta 18 pokiB (3,158 1 4,808).
CepenHili TOKa3HUK JUTsI THIHMHUYKOBHUX 3aXBOPIOBaHb MIKipu — 3,212.

3aTpUMKa BIAMAIIHHA MYNMOBUHHOIO 3QJMIIKy MaJld BIUIMB IpPH OLIIHIOBAHHI
aHamHe3y B 4-piuHomy Biti (2,605), y 15 pokiB (3,107) i makcumanbsHo y 18 pokis (4,286).
Cepenniit xoediuieHT pu3uky 3,333 11 HbOro KIIHIYHOIO MapKepa IpH XBOpoOax
IMYHHOT TUCPETYJISIIi.

Manu 3Ha4eHHS TaKOXK YCKJIaJHEHHS MICIs MPOTUTYOEpKYJIbO3HOTO HICTNICHHS
BIK — 3 BruinBoM Ha pusuk mino3pu y 4 poku (3,319), 15 pokis (3,604), 18 pokis (4,439).
Cepenniit koedimient — 3,787.

XpoHiuHa HelH(EeKIIHA Jiapesi TPUBAJIICTIO MOHAA OJUH Micslp — y 4 POKHU
(3,448), 6 pokis (1,299), 9 poki (1,844), 12 poki (1,822), 15 pokis (7,246), 18 pokiB
(9,304 — makcumym). Cepenniit koedirieHT pusuky 4,161.

Hasgnicts [11/14 1 B aHamMHE31 poAMHY MPU OL[IHIOBAaHHI aHaMHe3y — y Billi 4 Ta 6
pokiB (4,39011,177), 15 ta 18 pokis (2,644 1 3,506). Cepenniii mokazHUK pu3uKy — 2,929.

Panni cMepTi OU3bKUX pOIMYiB BiJl iIHPEKIIITHUX XBOPOO a00 OHKO3aXBOPIOBAHb

BUSIBJISTUCS BAXKJIMBUMM TMPH OLIIHIOBAaHHI aHaMHE3Y, 0COOJIMBO y OUIBII CTapIIOMY BiIli:
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B 4 poku (4,061), 6 pokiB (2,828), 9 pokiB (5,266), 12 poki (7,032), 15 pokis (36,024),
18 poxkiB (50,901 — makcumym). CepenHiit KoeillieHT JOCUTH BILTMBOBHM — 17,685.

CtpyKTypHI ypakeHHs IIKipu — y Biti 4 pokiB (3,855), 6 poki (3,539), 9 pokis
(3,676), 12 pokiB (3,814), 15 pokiB (15,14), 18 pokiB (Makcumym, 20,055). Cepenniit
koedimienT — 7,847.

Hait6inpmn migo3pu aiarHo3y XBOpOO IMYHHOI AMCPETYJIAllii BIIHOCHO I1HIIMX
[T[J] BuknuKae HasgBHICTH cIuieHoMmeranii: y 4 poku (4,103), 6 pokiB (79,213), 9 pokis
(811,756), 12 poxis (1845,474), 15 pokiB (6718,432), 18 pokis (16470,095 — makcumyMm).
CepenHiii KoedIIiEHT PU3HMKY CIIeHOMerajili craHoBuTh 4321,512. Jlanuii KIiHIYHUN

MapKkep He npeacTaBieHul y rpadiky BHacaigok koedimienty Exp(B) nonan 1000.

4.2.5. OuiHKa BiIHOCHO BiKYy PHU3MKIB KJIIHIYHUX MapKepiB Je(eKTiB BPOIKEHOI0

iMmyHiTeTy

3a OTpUMaHUMHU pe3yJbTaTaMu (METOJAOM MYJbTHHOMIHAIBHOI JIOTICTUYHOL
perpecii 3 noBipuuM iHTEepBaIoM 95%) y mochimkyBaHux 4 maii€eHTiB 3 JedeKTamu
BPOJIPKEHOTO IMYHITETY JIOTICTUYHUHN BIUTMB KOS(IIIEHTIB 3’ SIBISETHCS JIUIIE 3 6-PIYHOTO

BIKY (pUCYHOK 13).
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[edeKkTn BpOAXEHOro iIMYyHITETY
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Pucynox 13: Cmyninb pusukie uasenocmi Oe@ekmis 8pOoO0MICeH020 IMYyHImemy npu

BUABJICHHI OKDEMUX KIIHIYHUX MAPKepI8 Y AHAMHe3l NpU ONUMYEAHHI 6 DI3HOM) BIYL.
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[lonibno mo momepenusoi omiHoBaHoi miarpynu IIIJI, xBopoO imyHHOI
JTUCPEryJIALIii, 1€ OB’ I3aH0 3 1HIUBIAYyaIbHUMHU 0COOIMBOCTAMH MaHi(decTallii XBopoo y
HE3HAuHIM BUOIpLI JOCHIKYBAaHUX MAIIEHTIB. 3 I1HIIOTO OOKY, MU PO3PaxOBYEMO HE
JUIIe BIKOBI Koe(iIlieHTH, ale ¥ cepemHild MOKa3HUK Koe(dilieHTa pu3uKy, TOMY IS
YI0CKOHAJIEHHS IMyHOJIOTTYHOTO OHJIAMH-TECTA 111 JJaH1 OyIyTh TaK0X BUKOPUCTAHI.

[TaeBMOHIT 3adhikcoBaHi y JaHii BUOIpIN MaiieHTIB y Bili 6 pokiB (1,962), 9 pokis
(3,833), 12 pokiB (5,327), 15 pokiB (6,851), 18 pokiB (Makcumym, 10,545). Cepenniit
KoedilieHT pusuky — 9,704.

OHIXOMIKO3H 3 HE3HAYUHUMH KOe(IllEHTaMH, ajie iX BILUIMB B aHAMHE31 NaIl€HTIB
HasiBHMIA: B 6 pokiB (1,035), 9 pokis (1,121), 12 pokis (1,195), 15 pokig (1,474), 18 pokis
(MmakcumyM, 1,634). Cepenniii mokasauk — 1,292.

@yIerMOHM TaK caMO 13 HEBUCOKMMH KoedimienTamu: y Biui 6 poki (1,282),
9 pokiB (1,680 — makcumym), 12 pokis (1,072), 15 poki (1,301), 18 pokiB (1,415).
Cepenniii koediienT puszuky — 1,350.

AOcuecu BHYTpIIIHIX opraHiB — y 6 pokiB (4,384), 9 pokiB (29,662), 12 pokiB
(56,064 — wmakcumanbHuii koedimient), 15 pokis (30,811), 18 poki (13,877). ¥V
CEepeIHbOMY MOKA3HHUK PU3UKY Ma€ 3HaYEHHS 26,960.

Takox 3 BUCOKUM KOE(DIIIEHTOM PHU3UKY TIPpH JeeKTaX BPOIKEHOTO IMYHITETY
BiiHOCcHO 1HmMX [IIJ[ moka3zanu ceGe mapanpoOKTUTH, MNPOSBISIOUNA IOCTYIOBE
HapOCTaHHS pHU3UKiB: y 6 pokiB (3,455), 9 pokiB (13,684), 12 pokis (20,874), 15 pokiB
(83,816) 1 MmakcumanbHO y 18 pokiB (150,149). Cepenniit nokazauk — 54,396.

HaliBuimumu pusukamu nposBUB ce0e KIIHIYHUA MapKep 1HBa3UBHUX MIKO31B: Yy
Bili 6 pokiB (28,008), 9 pokis (2091,1), 12 pokiB (4482,579), 15 pokiB (72110,100 —
makcumym), 18 pokis (3811,603). Cepenniit koediuieHT puszuky ckia 16504,691. Tak

camo, SIK 1HIL MapkepH 3 nokazHukamu Buie 1000, ueit mapkep He Bi3yalli30BaHUI Ha

rpadiky.
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ITorane 3aroeHHs paH xapakTepHe B aHamHe3l y Biil 6 poki (1,881), 9 pokis
(3,256), 12 pokiB (4,602), 15 pokiB (4,583), 18 pokiB (5,417). Cepenniii koedirieHT
pusuky — 3,948.

3arpuMka (I3UYHOTO PO3BUTKY B JOCHIKYBaHI MIATPYIi MpoOsBIsUIacs B
aHaMHe31 3 TIOCTYNMOBUM ITOCTIHHUM HapocTaHHsAM: y 6 pokiB (2,309), 9 pokiB (4,853),
12 pokiB (7,947), 15 pokis (15,188), 18 pokiB (16,138). Cepenniit koedimient — 9,287.

Hiapes HEiHPEKIIHHOTO XapaKTepy MOHAJA OJWH MICSIbh TaKoX Oyia HasBHA B
aHaMHe31, OJHAaK 13 He3HAYHUM BIUIMBOM: Yy 6 pokiB (1,045), 9 pokiB (1,16), 15 pokiB
(1,525), 18 poxis (1,642 — makcumyMm). Cepenniii koedimieHT pusuky — 1,343.

[ToniOHMIT BIUTMB MaB 1 MapKep MOBTOPHUX OE3NPUUYMHHUX JUXOMAHOK: Yy BIIl
6 pokiB (1,017), 15 pokis (1,346), 18 pokis (1,449 — makcumym). CepenHiii KoedilieHT —
1,271.

Takum 4uHOM, a1 I€PEKTIB BPOJIKEHOTO IMYHITETY IE€pEBa)KHA OUIBLIICTD
KJIIHIYHUX MapKepiB, sIKI BCE K MaJd MPOSBH Yy JOCTIIPKYBAaHMX MAIlE€HTIB, 3 BIKOM

MOCUJTIOBAJIM CBIM BIUIMB Ha M1/103pY TAKOTO J1arHo3y.

4.2.6. OuiHka BiZHOCHO BiKYy PU3HKIiB KJIiHIYHUX MapKepiB rinep-IgE-cunapomy

3a oTpuMaHUMHU pe3yJbTaTaMu (METOJOM MYJIBTUHOMIHAJIBHOI JIOTICTUYHOI
perpecii 3 JOBIpYMM iHTEepBAIOM 95%) y mocnipkyBaHuUX 2 MailieHTiB 3 rinep-lgE-
CUHAPOMOM JIOTICTUYHHM BIUTMB KOe(DIIIEHTIB MOKa3aHuil Ha Tpadiky yuiie 3 6-piyHOTOo
Biky (pucyHok 14). Ilpore xmiHIYHMI Mapkep aOcCIieciB BHYTPIINIHIX OpPTaHIB Mae
BHUpaxyBaHi KoeillieHTH 3 4 pOKiB, Ma€ HaIMIPHE YUCIIOBE 3HAYECHHS, TOMY Ha rpadiky

BIJICYTHIH.
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Pucynok 14: Cmynins pusuxie nasenocmi einep-lgE-cunopomy npu susenenni okpemux

KIHIYHUX MApKepi8 y AHaMHe3l Npu ONUMY8AaHHI 6 PISHOMY 6IYL.
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OTxe, abcriecu BHYTPIIIHIX OpraHiB JAl0Th PU3UK MMi03pH Ha rinep-lgE-cunapom
IpU OIIHIOBAHHI aHaMHE3y JOCHiKyBaHUX aiTedl B 4 poku (41,888*109), 6 pokis
(makcumansaui, 1,7 * 1011), 9 poxis (398,483), 12 poxis (804,884), 15 pokis (3850,883),
18 poxkiB (1,267). Cepenniii koedilieHT pu3UKy 0JK3bK0 35 MubspaiB — 35,334*109.

Aolcuecu mkipu — y Biri 9 pokiB (1,413), 12 pokiB (2,010 — makcumyMm), 15 pokiB
(1,256). Cepenniit pu3mK 13 mokasHukoMm 1,560.

Omnixomiko3u —y 6 pokiB (18,796 — makcumym), 9 poxkis (1,396), 12 pokis (1,818),
15 pokiB (1,478), 18 pokis (1,606). Cepenniit koeditieHT puzuxy — 5,0109.

Ocreomieniti —y 12 ta 15 pokiB (1,058 Ta 1,093) 3 cepeaniit koedimiertom 1,076.

Meminrit npu rinep-lgE-cunapomi nposiBUBCS B OIliHIOBaHHI aHaMHe3y B 15-
pPIYHOMY BILll TAKOXK 13 HE3HAYHUM Koe(ilieHToM pu3uky 1,108.

®nermonu — y 12, 15 ta 18 pokiB 3 KoedilleHTaMU PU3HUKY BIAMOBIAHO 1,689,
2,477 Ta 1,915. Cepenniit mokasuuk — 2,027.

Cencuc —y 12 ta 15 pokis (2,158 Ta 6,009) 3 cepennim koedimienrom 4,084.

Jlimbonenis npu rinep-lgE-curapomi — B 15 ta 18 poxkis (1,337 1 1,328) 3
cepeaiM koedimientom 1,333.

['HifinnukoBl 3axBoproBaHHs MIKipu — B 9 pokiB (1,220), 12 pokis (6,048),
15 pokiB (15,278 — makcumym), 18 pokis (10,709). Cepenniii koedimient — 8,314.

Panni cMepTi Onu3bKMX poauyl BiJl 1H(QEKIIHHUX a00 OHKOJOTIYHUX XBOPOO
GbikcyBavcs SK BIUIMBOBI IIOJI0 aHAMHE3Y MPU CHUHIPOMI rinepiMmyHorjaoOymiHemii E
BinHOCHO 1HmMUX [1IJ] B 15-piunomy Biti 3 koedimieHTOM pu3uKy 6,437.

CucremHi ypaxxeHHs LIKIpU MaJld Koe(illeHTH pu3uKiB y Bili 9 pokis (1,568),
12 pokiB (2,736), 15 pokiB (2,631), 18 pokis (2,640), cepenne 3HaueHns — 2,394.

Bucoke 3nauennst (monax 1000, 6e3 300paxkeHHs Ha rpadiky) MaB KITHIYHHMA
Mapkep crieHoMerantii: y 9 pokis (978,099), 12 pokis (8440,728), 15 pokiB (5148,849),
18 pokiB (13189,254 — makcumym). Cepenniit koedilieHT pU3UKy ckiaB 6939,233.
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4.2.7. OuiHka BiIHOCHO BiKy PHM3HMKIB KJIIHIYHHX MapkepiB cuHapomy Bickorra-

Oappuua

3a oTpuMaHUMHU pe3yJbTaTaMu (METOJOM MYJIBTHHOMIHAIBHOI JIOTICTUYHOI
perpecii 3 qoBipuuM 1HTEpBaIOM 95%) y NOCHIIKYBaHUX 3 MAIllEHTIB 3 CHHAPOMOM
Bickorta-Ongpuya 0a4rMo MOCTYIIOBE HAPOCTAHHS CHUMIITOMATHKHU 3 BIKOM (PHCYHOK
15), mo [iACHO XapakTEepHO [JIsi TATOT€He3y IbOr0 3axXBOproBaHHs. JloricTuuHi
KOe(]iIlIEHTH PU3HUKY MPOSBIISIIOTH ce0e I1010 aHaMHE3Y JTOCIIKYBAaHUX TAII€HTIB 3 BIKY
3 poOKiB, X04a CUMIITOMATHKA iX, 0COOJIMBO MapKep TPOMOOLIUTONEHIT, MOKHA BUSIBUTU Y
peaybHOCTI Ie J0 BIKY OJHOTO pokKy. Tak, y JAOCHIIKEHHI MapKep TPOMOOIUTOMNEHI]

BUSIBUBCSI HAJIMIPHO BUCOKUM (710 39 MUIBIHOHIB), TOMY Ha rpadiky HE Bi3yalli30BaHU.
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CuHapom Bickotta-Onapuua
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Pucynox 15: Cmyninw puszukie nasenocmi cunopomy Bickomma-Onopuua npu euseénenmi

OKpeMux KIIHIYHUX MapKepi8 Y AHAMHE3l NPU ONUMYEAHHL 8 PISHOMY GlYl.
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[TaeBMoHii mpu cuaapomi Bickorra-Ongpuua ¢iKCylOThCS TpU OLIIHIOBAHHI
aHaMHe3y B pP13HOMY BIIIl SK Taki, 1[0 MalOTh PU3UKHU IIO0 MII03PU CaMe 1IbOTO JI1arHO3Y
B 3 poku (2,259), 4 poku (3,425), 6 pokis (1,362), 9 pokis (13,371), 12 pokiB (24,645 —
makcuMyMm), 15 poki (17,041), 18 pokiB (19,379). Cepenniii koedillieHT PU3HKY —
11,640.

['HiftHi oTuTH B aHamHe31 MarOTh BIDIMB y 12, 15 Ta 18 pokiB, BiAMOBITHO
koedimientu pusuky 1,950, 1,425 ta 2,256 13 cepennim 3HaueHusM y 1,877.

['uHiitH1 cunycuTr —y Biti 9 pokiB (3,369), 12 pokis (7,903 — makcumym), 15 pokiB
(7,211), 18 poxkis (6,355). Cepenniii koedinient — 6,210.

Abcuecu mikipu — y 3 poku (1,451), 4 poxu (1,085), 9 pokiB (2,978), 12 pokiB
(6,318 — maxcumym), 15 pokiB (4,448), 18 pokiB (5,744). Y cepenHboMy KoedimieHT
pu3uKy ckianae 3,671 st abcieciB MKipH.

PeunnuBHi HemexaHiyHi ctomatut — y 9 pokiB (1,947), 12 pokiB (2,391 —
MakcumyMm), 15 pokis (1,752), 18 pokiB (1,982). Cepenniii pusuk 3 koedirienrom 2,018.

Kanguno3u — y Bimi 3 pokiB (9,301), 4 pokis (3,970), 6 pokiB (1,279), 9 pokiB
(5,161), 12 poxis (12,861), 15 pokis (9,384), 18 pokiB (Macumansuuii, 13,284). Cepenniit
koedimieHT puzuky — 7,891.

[Tanapwuii ta nmaponixii — y 3 poku (1,336), 9 pokis (1,595), 12 pokiB (4,194 —
MakcuMyM), 15 pokiB (2,165), 18 pokis (3,028). Cepenniii koedimieHt — 2,464.

OcteomieniTi BIUIMHYJIM Ha Tifo3py mono WAS B aHaMmHe3i, OI[IHEHOMY B
9 pokiB (1,683), 12 pokiB (makcumym, 2,941), 15 pokiB (1,688), 18 poki (2,304).
Cepenniit koedilieHT pu3uky — 2,154,

Meninritu — y Bimi 9 pokiB (1,479), 12 pokiB (Makcumym, 2,679), 15 pokiB
(2,149), 18 poxkis (2,516). Y cepenabomy koedimieHT 2,206 17151 MEHIHTITIB.

@IerMOHU TaKOXK B aHaJIOr4HOMY Bili: y 9 pokiB (1,532), 12 pokiB (Makcumym,

2,825), 15 pokis (1,557), 18 pokis (1,979). Cepenniit koedimient — 1,973.

115



Centuuni ctanu — y 9 pokiB (2,116), 12 pokiB (makcumym, 3,792), 15 pokis
(2,046), 18 poxkis (2,496). Cepenne 3nadeHHs — 2,613,

AOcIiiecu BHYTPIIIIHIX OpPTraHiB 13 HE QY€ 3HaYHUMH Koe]illlEeHTaMu PU3UKY — Y
3 poxku (1,242), 4 poxu (1,018), 12 pokis (1,355 — makcumym). B cepeaaromy — 1,205.

[niitni mimdanenita — y Bimi 9 pokiB (1,433), 12 pokiB (2,473 — MakcuMyMm),
15 pokiB (1,216), 18 pokis (1,365). Cepenniit koeditieHT puzuxy — 1,622.

Hetitponeniunmii cran — y 9 pokiB (1,416), 12 pokiB (6,436), 15 pokis (5,198),
MakcumanbHuil y 18 pokis (7,035). Cepeaniit koedimient — 5,021.

Jlimdpornenii — y 9 poki (2,219), 12 pokiB (58,431), 15 pokiB (45,403), 18 pokiB
(80,235 — makcumym). Cepenniii koedirieHT pusuky — 46,572.

Tpom6ommronenii — y 3 poku (16,365%106), 4 poxu (157630,651), 6 pokis
(15104,810), 9 pokiB (10,697*106), 12 pokis (1,605*106), 15 pokiB (5,802*106),
18 pokiB (39,439*106). Cepenniii koedimient pusuky — 10,583*106.

bponxoekrazu — y Biui 6 pokiB (1,279), 9 poxki (5,161), 12 pokis (12,861 —
MakcumMyM), 15 pokiB (16,645 — rakox Ha piBHI MakcuMyMy), 18 pokiB (9,698). Cepenniit
Koe(dimieHT pusuky — 8,329.

['HiftHnuKoBI 3axBoproBanHHs miKipu — y 4 poku (1,116), 9 pokis (1,638), 12 pokis
(3,228 — makcumym), 15 pokis (1,993), 18 pokie (2,870). Cepenniii koedirient — 2,179.

3arpuMKa BIAMAJIHHS IMYTTOBUHHOTO 3aJIMIIKY B aHAMHE31 BIUTUBAE€ HA PU3HKU
zamigo3putu WAS y Bimi 3 pokis (1,460), 4 pokiB (1,786), 6 pokiB (1,122), 9 pokis
(4,110), 12 pokiB (6,891), 15 pokiB (5,413), 18 pokiB (6,993 — makcumym). Cepenane
3HaueHHs — 3,968.

VYceknagnenns micis BIDK-pakuuHalii Mmaay 3Ha4YMM1 MOKA3HUKU TIPU OI[IHIOBAaHHI
aHamHe3y B 3-piunomy Bimi (28,195), y 4 poku (20,109), 6 pokiB (5,563), 9 pokiB
(51,335), 12 pokiB (48,779), 15 pokie (59,299), 18 poki (105,259 - makcumym).
Cepenniit koedirient — 45,506.
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XpoHiuHa HeiH(EKIlIHHA Jiapesi MOHAJl OJWH MICAIlb B aHAMHE31 TakoX Oylia
JOCTaTHBO 3HaYMMa: y 3 poku (1,399), 4 poku (46,218), 6 pokis (4,645), 9 pokis (36,736),
12 pokiB (72,611), 15 pokiB (102,150), 18 pokiB (201,649 — makcumym). CepenHiii
KoedilieHT pusuky — 66,487.

3HayeHHS paHHIX CMepTe ONM3BKUX POJIUYIB BHACHIIOK 1HPEKIIHHUX abo
OHKOJIOTTYHHX 3aXBOPIOBaHb TAKOX HAPOCTAJIO 3 YACOM ITIPH OLIIHIOBaHHI aHaMHE3Y: V Billi
3 pokiB (1,111), 4 pokiB (4,333), 6 pokiB (1,292), 9 pokiB (12,968), 12 pokiB (41,544),
15 pokiB (46,601), 18 pokiB (Makcumym, 51,437). Cepenniit KoeillieHT PUUKY MO0
nigo3pu WAS — 22,755.

Cmnienomeranist —y 9 pokiB (2,581), 12 pokis (5,228), 15 pokis (7,636), 18 pokis
(10,755 — makcumym). CepeHiii moka3HUK pusuky — 6,550.

CucTteMH1 ypakeHHs IIKipU — y Billl 9 pokiB (1,262), 12 pokis (2,112 — BiiHOCHUIA
MakcuMyM), 15 pokiB (1,266), 18 pokis (1,467). Cepenniii koedimieHT puzuxy — 1,527.

OTpumaHi 3HAYEHHS MiITBEP/HKYIOTh MATOTCHE3 3aXBOPIOBAHHS 13 3ay4eHHSAM
(bOpMEHHHUX €JEMEHTIB KPOBI, OCKUIbBKM NpH CUHApOMI Bickorra-Onapuya MOXKIHMBI 1
HEUTpOIIEHii, 1 IIMQOTIeHii, 1 TPOMOOIIeHI1, ajie caMe OCTaHHI NMPU 3HAYHOMY 3HUKEHHI B

KpOBI Jat0Th Oe3nepedni pusuku 3amigo3putu WAS cepen ycix inmmx [TI/1.

4.2.8. Ouinka BiTHOCHO BIKYy pM3MKIiB KJIiHiYHUX MapKkepiB cuHapomiB Hilimeren ta

Hi-T:xxop ki

st cuanpomiB Hivimeren Ta Jli-/[»op/pki My BUPIIIMIN HE OIIHIOBATH BIKOBY
JUHAMIKY KJIiHIYHUX TposBiB. [lo-nepiie, kpiM 1HPEKLUIMHOTO CUHAPOMY BOHU MarOTh
TIeBHI TATOTHOMOHIYHI 03HAKH: Mikpotiedanis ais cuaapomy HilimereH, arnmasis Taumyca,
BPOJIPKEHI BaJu ceplls Ta rinepkanblieMis 1t cuaapomy i-Jbxopmxki. Ilo-gpyre, mu
oTpuManu nayxe BHUCOKI 3HaueHHA Exp(B) came i 1mux KIHIYHUX MapKepiB

(mikporiedanis, amasis Tumyca). ToMy SIKIIO € 1HII MPOSBU, 332 SKUMHU MOXHa Oys0 0
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3aMi03pUTH TEPBUHHHUM 1IMYHOJIE(IIUT y PaHHBOMY BIIli, HAsABHICTh Mikporedanii
301TBITy€e HasiBHI pU3UKU y 5.62 * 1067 pa3iB. AHanoriuHo 3 amasiero Tumyca, Exp(B)
saxoi 1t cuaapomy Ji-Jxopaxi carae 6.45 * 1015.

BpaxoByroun, mio iHmn kiiHigH1 Mapkepu I1IJ] y gocmikyBaHUX MaIi€HTIB 13
BKAa3aHUMH CHHAPOMAaMH MPOSBISIINCS y HE3HAYHIN KUTBKOCTI, HasIBHICTh MapKepiB 13
BHCOKMMH 3HadeHHsMHU Oyme 3MinryBatu ycio migo3py Ha IIIJl came Ha cuHIpoMm
Hiiimeren npu mikpornedanii uu cuaapom Ji-/xopmxi npu amiasii TuMyca Ta CyJJOMHUM

CHHJIPOMOM.

4.3. [IpakTyHe 3HAYCHHA KOe(IUi€HTIB PU3HKY KIIHIYHUX MapKepiB

Mu OmiHWIA KJIIHIYHI O3HAKU 3a BIKOBOIO JMHAMIKOIO y JIITEH, SIKI BXKE Mayd
BCTAHOBJICHUM [1arHO3 TEPBUHHOrO iMyHoAehinuTy. Pe3ynpTatu XapakTepu3yrOThCs
y’)Ke IUPOKUMH Jiara3oHaMU CITIBCTaBJICHHS KOEQIIIEHTIB PHU3UKY: OJHI KITHIYHI
O3HAKM TPAIUIAIOTHCS YaCTILIE JIUIIE MPU MEBHUX HO30JOTISAX, aje OUIBIIICTh MPOSBIB
bikcyroThes y 0arathox pizuux miarpynax [HI1. Orpumani nani 703BOJISIOTh OIIHUTH, HA
AK1 KJIHIYHI O3HaKM abo iX KOMOIHAIi BapTO 3BEpPTATH yBary JJig KOKHOI MIATPYIH
BPO/IKEHUX IMyHOAEePIUUTIB. Bucoki 3HaueHHS KOe(II€HTIB pU3UMKY BHOKPEMJICHI B
Tabnui 2, e npeJcTaBieH] KIiHIuYHI Mapkepu kKoxkHoi miarpynu [/, mo mam Exp(B)

Buie 10, a TakoxX BiK, B IKOMY (DIKCyBaJMCs TaKl 3HAUECHHS.

Tabauya 2: Bix 6uséieHHs KAIHIYHUX NPOSGI6 3 BUCOKUMU CMYNEHAMU DUUKY,

Exp(B) > 10, wooo nassnocmi okpemux nepeurHux imyHooegiyumis
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[Tigrpyna ITIJ] Kniniunuii mapkep | HaitBumuit Bik BusiBiIeHHS y
CTYMiHb JOCITIKYBaH1t
PHU3HKY, APy KJITHIYHUX
Exp(B) MapKepiB 3
Exp(B) > 10
Hedextn HasBHICTH [1I]] y 135.312 JI0 2 POKiB
AHTUTUIOYTBOPEHHS | POAMHI
THIHHUN OTUT 41.167 710 2 POKiB
TaHapUIIi 26.411 2 poku
paHHi cCMepTi 10.885 710 2 POKiB
POINYIB
Hedextu CIUICHOMETais 95.63 3-4 poku
ParoupTosy 1HBa3uBHUMI Miko3 | 48.697 yC1 BIKOBI TpyIH
HEUTPOIIEHI 33.165 yCl1 BIKOBI TpynH
3aTpUMKa 21.039 6 mic. - 4 poku
BIIITAIHHS
MyTIOBUHHOTO
3AITUTIKY
THIHUI 20.741 yCl1 BIKOBI TpynH
miMpaaeHIT
(daermoHa 18.148 3-4 pokwu, micns 9
POKIB
OCTEOMIENIT 16.698 1-4 poxu
JimMporneHis 15.887 yCl1 BIKOBI TpynH
rHIMHUYKOBI 3axB. | 15.879 9 mic. - 4 poku
HIKIpH
paHH1 cMepTi 11.491 9 mic.
POIHMYIB
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KombinoBaHi1 XPOHiYyHa Aiapes 113961.5 [0 2 pokiB
IMYHOZEGILHTH MEHIHTIT 113232.8 yC1 BIKOB1 Ipymnu

abcrec BHYTP. 1828.7 micis 18 mic.

oprany

CEIICHuC 116.315 9 mic. - 2 poku

yckmanunenns BIDK | 85.9 9-12 wic.

PeLHINBYIOUHIA 55.608 18-24 wic.

CTOMAaTUT

CILJIEHOMETais 52.788 15-18 pokiB

MTHEBMOHI1A 45916 9-24 wmic.

CTPYKTYpHI 12.883 2 poxku, 15-18

YPa)KEHHS LIKIpH POKIB
XBOpoOH IMYHHOT | CIUIEHOMETais 16470.1 HapocTaHHs 3 4
JUCPEryIIsIii POKIB

THIAHUNA 92.141 HapocTaHHs 3 4

mimpaneHit POKIB

THIAHUMA OTUT 78.329 HapOCTaHHA 3 9

POKIB

paHHi cCMepTi 50.901 HapoCTaHHA 3 12

pOINYIB POKIB

daermona 21.048 15-18 pokiB

xpoHiuHuit Oponxit | 14.048 15-18 pokiB
Hedextu 1HBa3uBHUI Miko3 | 72110.1 HapOCTaHHA 3 6
BPOI>KEHOTO POKIB
IMYHITETY MapanpoKTUT 150.159 HapOCTaHHA 3 6

POKIB
abcrec BHYTP. 56.064 HapOCTaHHS 3 6
Oprany POKIB
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3aTpuMKa ¢i3. 16.138 HapOCTaHHS 3 6
PO3BUTKY POKIB
ITHEBMOHIS 10.545 HapOCTaHHA 3 6
POKIB
Iinep-IgE- abcrec BHYTD. 1.7 * 101 4-6 pokiB
CHUHJIPOM Oprany
CIIJICHOMeTais 13189.25 9-18 pokiB
OHIXOMIKO3 18.796 6 poKiB
rHIHHMYKOBI 3axB. | 15.278 15-18 pokiB
HIKIpH
Cunnpom TPOMOLIUTOTIEH S 3.94 * 10’ MOCTYTIOBE
BickoTTa-Ongpuua HapOCTaHHA
HelH]eKII. aiapes 201.649 4-18 pokiB
noHay 1 mic.
yekmanuenss BIDK | 105.259 3-18 pokiB
nimorneHis 80.235 12-18 pokiB
paHH1 CMepTi 51.437 9-18 pokiB
pOINYIB
MTHEBMOHISI 24.645 9-18 pokiB
KaHIu103 13.284 12 ta 18 pokiB
OpOHXOEKTa3u 12.861 12-15 poxkiB
CIUICHOMETalis 10.755 18 pokiB
Cungpom Jli- aruiasis Tumyca 6.45 * 10" 3 Mic.
Jxopmxi
Cungpom Mikponedaris 5.62 * 1057 1-18 pokis
Hitimeren
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OTpumaHi JaHi JalOTh 3MOTY YAOCKOHAIUTH QJITOPUTMU YK€ 1CHYHOYOIO
IMyHOJIOTIYHOTO OHJIaH-TeCTy. BUKOpPHCTaHHA Takoro TECTyBaHHS B MelaTpUUHIM
rajxysi J03BOJIUTh (pIKCYBaTH B aHAMHE31 MaIll€HTa XapaKTepH1 KIIHIYHI MPOSBU, MOXKE
JIO3BOJIUTU 3aIliJIO3PUTH BPOJKEHUM IMYHOJIE(IIUT y paHHBOMY BIlll Ta HaIpPaBUTH

Narji€eHTa Ha BYACHY KOHCYJBTAIIIO AUTIYOTO IMyHOJIOTA.
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PO3JII V
MOETAITHE BUSIBJIEHHSA MEPBUHHUX IMYHOJE®IIUTIB Y
PAHHLOMY BIII 3 BAKOPUCTAHHSIM YJIOCKOHAJIEHUX
IH®OPMALIMHNX CUCTEM

JUist  yAOCKOHAJIGHHS OHJIAMH-TECTY MO’KHAa BUKOPUCTAaTH YCI OTpUMAaHI
KOeQIIIEHTH — 5K 13 BUCOKHUM, TaK 1 3 MEHIIUM 3HadeHHsIM. [Ipu iboMy MoxHa 30epertu
JIOCTYITHICTh OHJIAMH-TECTY fK JIKYIOUUM JIKapsAM, Tak 1 0aThbkaM MaJICHbKUX TMAI[l€HTIB,
OCKIJIbKU CIOCIO BHECEHHS JIaHUX MPO BIK Ta aHAMHE3 MalllEHTa MOKHA 3aJIUIITUTH TUM
caMuM, IO B)KE€ 3aKJIaJICHUH B IMYHOJOTIYHOMY OHJIAWH-TECTI. Y JOCKOHAJIECHHS TECTY
nepeadavae 3rajgany Buile (y po3ain 4.4) METOAUKY 3 BUKOpucTaHHsIM perpecii Kokca.
Tomy pe3ynbTati, sKi, 3aJIe’KHO B1J] BBEICHUX JaHUX, BUJAE OHJIAWH-TECT, CTAIOTh OUIBII

TOYHHMH Ta OOTPYHTOBAaHUMHU.

5.1. Cki1anoBi iMyHOJIOTIYHOI0 OHJIAMH-TECTA, 110 0YJIM YA0CKOHAJICHI

[Tounnatoun 3 kBiTHS 2021 poKy, IMYHOJIOTIYHHMM OHJIAMH-TECT MpaIIoE 3a
yIOCKOHAJIGHUM allTOPUTMOM Ta BUAA€ TOJATKOBI pe3yibTaTth. [Ipy mpoMy KOpHCTyBad
MIPOXOJIUTh TECTYBAHHS Ta TIEIO K aJAPECOI0 B MEPEXKi IHTEPHET, 3aMIOBHIOE JaH1 B Ti cami
Bi3yasibHl (popmMu. TOOTO IMyHOJIOTIYHMI OHJIAMH-TECT HE 3a3HAB YCKJIAJHEHb IS
KOpPHUCTYyBaya, 0yJI0 3MIHEHO JIMIIIE aJITOPUTM OOYMCIICHHS Ta BUIa4l PE3yJIbTATIB.

JIJist KITHIYHUX MapKepiB, M0 Majdd HE3HAYHI KOJMUBAHHS KOC(DIIIEHTIB PUBHKY
Exp(B) B ycix BIKOBUX Trpylax, MEHILE, HDK YJBidl, JJI1 YJOCKOHAJIEHOrO0 BapiaHTy
OHJIAMH-TeCTa OOMpaBCs HAWMBUINMK 13 MOAIOHUX KoedimieHTiB. JIJIsl THX MapKepiB, Jie
3aJIeKHO Bl BIKY KOE(DIIEHTH PU3MKY BIAPIZHSAIMCS OlIbllle, HIXK YJBidl, BUCOKHIi
KoediiieHT OyB 0OpaHMil Ui BIAMOBITHOTO TaKOMYy KoOeQIIIEHTOBI BIKY, a JJIsI BCIX

IHITUX BIKOBUX TPYM B OHJIAWH-TECT 3aKJIaJIEHO cepeHIN KOe(DIMIEHT PU3HKY.
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Takox B IMyHOJIOTTYHHMI OHJIAMH-TECT 3aKJIaJICHI CEpeIHI MOMYJISAIINHI YaCTOTH
KOXHOT marpynu, Ha ski Mu posnonimwin [11/] B Hamomy mociimkenni (tabmwmms 1,
posnia 4.4).

Takum 4MHOM, YJTOCKOHAJIEHA BEPCisl IMyHOJIOTIYHOTO OHJIAMH-TECTY MPOBOAUTH
pO3paxyHKH Koe(Dili€eHTIB PU3UKIB KIIHIYHUX MapKepiB ISl KOKHOTO OKPEMOTO BIKY
JUTUHU Ta KOXKHOI OKPEMOT HO30JIOT14HOT MiArpynu. ToOTO 3a THMU CAMUMHM BBEACHUMU
KOpHCTYBa4eM KJIIHIYHMMH MapKepaMu aHaJi3yeThbCs OJHOYAcHO KoxkHa miarpymna [TI/1,
aye JUIsl KOXKHOI TMIATPYNU TECTYBaHHS OOWpae CBOi KOE(IIIEHTH BIIMOBIIHO
KOHKPETHOMY BIKOBOMY IPOMIXKKY.

[Ticns pOro st KOXKHOI NIATPYIH aaropuTM o0unciitoe pu3uk HasgsHocTi [11]] 3a
meronoM perpecii Kokca. OTpumanuii cymapHuii pu3uk HasgBHOCTI Bcix miarpym [1J]
JTUIMTBCS HAa CyMy nomyssiidiHux pusukiB III/[, 1 oTpuMaHe 4MciiO JEMOHCTPYETHCS

KOpHUCTYyBaueBl (pucyHok 16).

Pe3ynberar

3rigHo BBEAEHUX AaHUX, PU3UK MaTu NepBUHHWUI iIMyHoAediunT
BULLMIA 3a cepeHii nonynsayiiHuiA nokasHuk y 88 pasis.
Pucynox 16: Ckpinwom wacmunu ekpamy pe3yaiomamy iMYHOJI02IYHO20 OHAAUH-MeCny,

pedicum docmyny. immunotest.pp.ua

Sxmo pe3ynbTar, y CKUIBKM pa3iB BBEACHI JaHl MiJBHUIIUIN PU3UK BIITHOCHO
CEpEeIHbOr0 MOMYJIALINHOrO PU3UKY, OUTBIINHN 32 OJJHY THUCSYY, B pe3yJIbTaTl BKa3aHo “y
TUCSY1 pa3iB”, KO OubInii 32 10 THCAY — BKa3aHO “y 1€CATKH TUCSY pa3iB”, OLIbIINI
3a 100 THcsY — BKa3yeTbes “y COTHI THUCSY pa3iB”, OUIbIINN 32 MUTBHOH — “‘y MUIBHOHH

paziB”, OUIBIIUHI 32 MUTbAPI — “y MUIbSIpJIU pa3iB”.
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YTo4yHIOBAaTH B YHCIOBOMY €KBIBaJICHTI HAJI3BHYaHO BHCOKI BIJIHOCHI
MOKa3HUKU PU3UKY OyJi0 O BKpail HEIOPEUHO, OCKUTBKH PU3UK, BUIUN 32 MOy HHII
y moHay 10 Tucsy pasiB, Oy1e 03HaYaTH MIAHCH BIPOT1AHOCTI BUIIIE OJUHUIN (TOOTO MOHA/
CTO BIJICOTKIB), a B peaJIbHOMY *HTTI TaKl IIIAHCH BCE OJHO PiBHI OJMHMUII. 3 TUX CaMUX
OPUYUH YHUCJIOBI 3HAYCHHS PE3yJbTaTy OKPYIJIIOIOTHCS A0 IUIMX YUCeN y OUIbIIy
CTOPOHY.

JIeMOHCTpYBaTH PHU3WKHA Y YHCJIOBHX CKBIBAJICHTAX MOXKHA, ajieé KIIHIYHE
3HAUEHHS SK JJIs MAIll€HTA, TaK 1 JIIKapsi-creliaiicTa MaTUMe He OTPUMAaHHM MMOKAa3HUK, a
HO30JIOTIYHA MIArPYyTa, M03pY Ha SKY BapTO OLIHUTH 1]l Yac KOHCYJbTAIlll y JIiKaps Ta
MIPU MOJATBIITNX MEIUYHUX TOCTIKEHHSX. 3 II€I0 METOIO B IMyHOJIOTTYHUHN OHJIAHH-TECT
JIOJIATKOBO 3aKJa/ieHl pu3uKu s cuHapoMiB Hiitmeren (Mapkep mikporedanii) ta [i-
Jlxop/oki  (Mapkep BpOJKEHMX Bajl Cepllsl, KOMOIHOBAHOTO 3 TINOKAJIbIIYHUMHU
CyJIOMamHu).

Xo4ya MM HE TMPOBOJUIN OOYHUCICHHS KOE(QIIIEHTIB PUMUKY JJIs TAIIEHTIB 3
cunapomom Jlyi-bap Ta aJjisi mami€eHTiB 13 ayTo3anajibHUMM 3aXBOPIOBAHHSIMU, BCE XK
MoNepeaHsT BepCisl OHJIAWH-TeCTa MICTWJIA KINHIYHI MUTAHHS BIIHOCHO MiJAO3PH Ha IIi
3aXBOPIOBaHHS. BiIMOBISATHCS BiJl MOKJIMBOCTI CKPUHIHTY MapKepiB B TOMY YHCII1 1 IUX
Ho30JI0TTYHKMX cuHapoMiB [/ Mu HE MornM 3 MeANYHOT TOUKH 30py. Tomy, pu BUOOPI
000X KJIIHIYHUX MapKepiB aTakcii Ta TelieaHTrieKTa3li OHJIAWH-TECT Oy/e MiJBUIYBaTH
PU3MK I1l€] MaTOrHOMOHIYHOI KOMOiHauli mposiBiB st cuHapomy Jlyi-bap. A nns
ayTo3almaJlbHUX 3aXBOPIOBaHb, OKPEMOi TPymu 3a TOTOYHOI  MIKHAPOIHOIO
kiacudikamiero I1[JI, xoua moBTOpHa Oe3MpUYMHHA JIMXOMAaHKA 3arajioM HE €
MaTOTHOMOHIYHHM CHMIITOMOM, TIPOTE € MPOBITHOK O3HAKOIO ITUX 3aXBOPIOBaHb, TOMY
py BUOOPI TaKMX JIMXOMAHOK SIK MapKepa OHJIAWH-TECT JIEMOHCTPYBATHME MiABHUIICHI
PHU3HKHU ayTO3aMaIbHUX 3aXBOPIOBAHb.

Takum yuHOM, 11100 HAIIl TECT MIT MMOKA3aTH OUIBILI PU3UKH OJJHUX HO30JOTTYHUX

niarpyn I/l Hag iHmmMMM, ajne Mpu UbOMY HE BUKIIIOYAB IMOAAJBILY KOHCYJBTAIIO
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Jikapsi-cnemianicra moao ycix IIIJI, B pe3ynbTaTi 1IMyHOJOTIYHOTO OHJAHH-TECTa
BimoOpakaeTscsi cnucok miarpyn IIIJ. Y mpomy coucky BwHIe poO3TamioBaHi Ti
HO30JIOT1YHI MATPYIH, TOMYJISAIINHI PU3UKHU AKUX BHUIIl 3T1IHO BBEJIEHUX KOPHUCTYBaueM

KJIIHIYHUX JaHuX (pUCYHOK 17).

[AvdbepeHuiiHy giarHOCTUKY Yy nikaps-cneyianicta BapTo
MPOBECTH Y TaKOMY NOPSAKY:

. KombiHoBaHi imyHogemiunTu

. AediunTn aHTUTIIOYTBOPEHHS

. XBopo6u iMmyHHOI gucperynsuji
. CuHgpom Bickotta-Ongpuya

. Aedektn daroyntosy

. AlethexTn BpOoMKEHOro iMyHiTeTy
. Finep-IgE-cuHgpom

. CuHpgpowm Jlyi-bap

. AyTo3anasibHi 3aXBOprOBaHHS

. CuHgpom HilimereH

. Cungpom [i-Mxopaxi
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Pucynox 17: Ckpinwom wacmunu ekpamy pe3yasmamy iMyHOJI02I4H020 OHAAUH-MECNLY,

pedicum docmyny. immunotest.pp.ua

30epeKeHHS pe3yNbTaTy 1 Hagal 3aluIIaeThes 0€3 3MiH — OINIIEI0, SKY MaIlieHT
oOupae 3a OakaHHSM, HaJla€ 3rojly Ha 0OpPOOKY OCOOMCTHX JaHUX, JUIIE TOAl CHCTeMa
OHJIAMH-TECTYy 30epirae J1aHi, a KOPUCTYBa4 MOKE 30€perTH 3ak/IIOUeHHs K (aill Ha

MPUCTPOi 200 PO3APYKYBATH, 00 MPUHECTH HA KOHCYIBTAIIIO JI0 JIIKaps-IMyHOJIOTa.

5.2. E¢ekTUBHICTH iIMYHOJIOTIYHOI0 OHJIAMH-TECTY BIIHOCHO BIiKY AiTel

Bik B Micalsx, y SIKOMY JOCHIJPKyBaHUM MallleHTaM OyB BCTAHOBJIGHHUH 1X

IMYHOJIOT1YHHI JIlarHO3, HaBe[eHUI Ha pucyHKY 18 (ananiz metonom Kamnana-Metiepa)

[111].
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HegiarHocToeati I[] BigHOCHO BiKy navyjieHTiB
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Micauie xuTTa

B Nedextv spogxeHoro iMyHiteTy [l XeopoGu imyxHol gucperynauil [l KomGiHosani iMyHogediumTi KomGiHoBaH! iMyHoaediUMTH 3 CHHAPOMANEHUMM O3HAKAMK
B [Oedextv dparountosy [ OediunTi aHTHTINOYTBOPEHHA

Pucynok 18: Ananiz Kannana-Meiiepa wooo 6ixy ecmanosnenns oiaeno3sy I11/]. Pescum

oocmyny: immunotest.pp.ua/data/kaplan-meier.png

Ha pucyHky BUAHO, 1110 Y TOCHII)KYBaHHX IMALIEHTIB, Y AKUX OYB J11arHOCTOBAHUIA
IIIJI, Takuii miarHO3 JHWIIE B IIOJIOBHHI BHIIQAKIB BCTAHOBIIIOBABCS 0 HACTaHHS
HIKIJTBHOTO BIKY.

[Ilo6 yneBHUTHUCS B TOMY, 1110 OHOBJIEHA BEPCisl IMyHOJIOTIUHOTO OHJIAMH-TECTa
niicHo Moke pomomortu 3amino3putu I[1IJ] y Oinbin paHHbOMY BiIli, MU MPOBEIH
TECTyBaHHS yCIX IOCHIKyBaHUX 163 maiieHTiB BIAMOBIIHO KIIHIYHOTO aHAMHE3Y, IO
OyB HasiBHUI y KOKHOTO 3 HUX y BKazaHi BikoBI nepioau. IIpu migo3pi Ha IIJ[ micas
IMYHOJIOTIYHOTO OHJIAWH-TECTYBAaHHS OyJeMO BBaXKaTH IO HANpPaBJICHHS JO JUTSYOTO
IMyHoOJIOTa TpU3BEJO O 110 CHeIiani3oBaHOl KOHCYJbTaIlli, 1 JiarHo3 OyB OW BYacHO
3aImi1I03pEeHU Ta BCTAHOBJICHUH JIIKApEeM.

Jlnis poro Bl JaHl aHaMHe3y AJi JoCiiKyBaHuX 163 marieHTis, a came 1127
3aMKCIB KJIIHIYHUX BHUMAJKIB 1X 3aXBOPIOBaHb 3 MOMICSIYHOIO MPHUB’SI3KOI0 110 BIKY, MU
BHECJIH B OKpeMy 0asy fgaHux. bynu cTBopeHi J0JaTKOBI TpH TaOIUIll €1eKTPOHHHUX 0a3

nannx MySQL.
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[lepma enekTpoHHA TAONMIS AAHUX MICTHJIA HACTYIHI CTOBIILI MPO KOXHOTO
MaIiexHTa;

*  CTarb;

e JlaTa HaApOJKCHHS;

*  BIK y Micssx 10 novatky tepamii [TI/1;

. Ho3oJIoriyHuk miarao3 I11/1;

*  miarpymna [TIJ];

. KOJI-1IeHTU(IKaTOp Malli€HTa.

Jpyra enekTpoHHa TaOIMUIIs MICTHIIA aHAMHECTUYHI JaH1 Y HACTYITHUX CTOBIIISIX:

. MOPSIAKOBUM HOMED;

. KOJI-17IeHTU(IKaTOp Malli€HTa;

*  BIK y MICSUSX, KOJIA IPOSIBUBCS KIIHIYHUM €130

. THUI KJIIHIYHOTO emi30ay (KJIIHIYHUN MapKep);

Ha ocHOBI nmaHmMXx 13 IUX JABOX E€JIEKTPOHHUX TabauIb Oyso mpoBeneHo 2119
tectyBaHb (13 pa3iB anga 163 mamieHTIB) YJOCKOHAJIEHUM IMYHOJIOTIYHUM OHJIAMH-
TECTOM.

TecTyBaHHS aBTOMATHYHO 3alUCyBaJO0 B TPETIO EJIIEKTPOHHY TaOJNHIO Oasu
JTAHUX HACTYITHI ITapaMeTpH:

. MOPSAAKOBUN HOMED;

. KOJI-17IeHTU(IKATOp MAllI€HTA;

*  TOMICSYHUHN BiK, aHAMHE3 JJIS SIKOTO BPAXOBYBABCS;

. OTPUMAHUM MICIIS TECTyBaHHS KOS(DIIIEHT PU3HKY.

Otpumani nani BusBieHHs [IIJ[ micis TecTyBaHHS JOCHIIKYBaHUX TAIlIEHTIB
HaBezeH1 y Ta0mui 3.

Tabnuys 3: Busaenenusn I/ ceped oocnioxcysanux nayienmie iOHOCHO ixX 8iKY,

n=163.
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Bik KinbKicTh AOCIIIKYBaHUX KinbpkicTh Mali€eHTiB, y SSKUX
MMAII€HTIB 31 BCTAHOBJIEHUM IMYHOJIOTIYHUM OHJIAHH-TECT
J1arHO30M BUSABUB M17103py Ha T11]]

3 wmic. 7 (4,3%) 36 (22,1%)

6 Mmic. 24 (14,7%) 50 (30,7%)

1 pix 40 (24,5%) 68 (41,7%)

1 pik 6 Mic. 48 (29,4%) 82 (50,3%)

2 pokH 66 (40,5%) 86 (52,8%)

3 poku 85 (52,1%) 104 (63,8%)

4 poxu 94 (57,7%) 124 (76,1%)

6 pOKiB 116 (71,2%) 133 (81,6%)

9 pokiB 125 (76,7%) 136 (83,4%)

12 pokiB 137 (84,0%) 139 (85,3%)

12 poxis 8 wmic. 139 (85,3%) 139 (85,3%)

15 pokiB 154 (94,5%) 139 (85,3%)

18 pokiB 163 (100%) 142 (87,1%)

3riIHO IIUX JaHUX, €PEKTUBHICTh IMyHOJIOTTYHOTO OHJIAWH-TECTY 100 IMi03pH
Ha [/l Ta HanmpaBiieHHS 10 AUTSIYOTO IMyHOJIOTA Y PaHHBOMY Billl 3HAYHO BUIIEPEKAE
peasbHy I1CTOpPiF0 XBOPOO IMX CaMHMX TMAIlIEHTIB JO0 iX HAMpPaBICHHS 10 TUTSYOTO
iMmyHoJiora. Oco611BO OMITHA pi3HUL y paHHii nigo3pi Ha I1I/] 1o 2-piyHoro Biky. Y

JOLIKUIBHOMY Ta PAaHHbOMY IIKITBHOMY BiIll IMYHOJIOTIYHMI OHJIAWH-TECT TaKOX
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BusiBisie mino3puni Bunagku IIIJ] edpexruBnime. [lpore y miamiTkiB (micis 12 pokiB
8 MiCsITiB y JOCTIKYBaHUX TAIlI€EHTIB) TECTYBaHHS HE BUSIBJISE YAaCTUHY IAIlIEHTIB.
Bapto BigMiTHTH, 1110 TOM caMuii MAIIEHT Ti€1 %K BIKOBOI IPYIH MPH MTOPIBHIHHI pealbHUX
JI1arHO31B Ta M103pY OHJIANH-TECTOM MOYKE MOTPANUTH B OOW/IBI MMOPIBHIOBAH1 MIATPYITH
abo X TOTpamUTH TUTBKM B OJIHY 3 HHUX. ToMy eQeKTHBHICTh OHJANH-TECTy HE

SMCHINYETHCA 3 4aCOM, aJIC tIyTJ'II/IBiCTI:o HOT0 HE CTOBiI[COTKOBa.

5.3. YUyrauBicTh Ta cienuPivHiCTh IMyHOJIOTIYHOTO OHJIAWH-TECTY

BupaxyBatu TouHy cnenu}iuHIiCTh OyAb-SKOTO KPOKY J1arHOCTUKU MEPBUHHUX
IMyHOIE(DIIIUTIB HEMPOCTO — MPUYMHH B TOMY, IO HA CHOTOJHI HaBIThb T'€HETUYHE
CIOPOCTYBaHHS BPOXKEHOIO IMYHOACPIUUTY Y IAUTUHU 3 IMYHOCKOMIIPOMETOBAHOIO
CUMIITOMATHKOIO HE MOKE MOBHICTIO BUKJIFOYATH MOXJIMBOCTI, III0 B MalOyTHROMY Oy/1e
OIKMCAaHE HOBE 3aXBOPIOBAHHS CaM€ TAKOTr'0 MEPBUHHOTO iIMyHOIeDIUTY. JIJ1s1 BUABIICHHS
cnenupIYHOCTI IMYHOJIOTIYHOTO OHJAalH-TeCTy MM 3B’si3ainuca 3 42 JNoAbMU, 11O
MPOUIILIN TECTyBaHHS B MPOMDKKY BiJt umHs 2018 poky mo TpaBenb 2019 poky (onucano
B MyHKTI 3.3 «OI1iHKa 4aCTOTH MPOXOKEHHS IMyHOJIOTIYHOTO OHJIAMH-TECTYBaHHS»). 3
’siTbMa 0co0aMu HaM HE BAAJOCs 3B’s3aTucs, cepen iHmmx 37 ocid O6yno 11 ocib, ski
ab0 ManM 1HII 3aXBOPIOBaHHS (B OCHOBHOMY pPEBMATOJIOTIYHI, aJeproJiorivHi,
OTOJIAPUHTOJIOT1YH1), 200 HEJJOCTATHHO TOYHO BIKCAJIM YUCJIO BUIAJIKIB OJTHOTO 3 ITUTAHb.
Tomy numre 26 oci6 3 37 niicHO MOTpeOyBaiM KOHCYJIbTAIlll TUTAYOTO IMyHOJIOTa IS
MOMAJIBIIOT JIAaTHOCTUKH TEPBUHHOTO iMyHOAedinmuTy. Takum YWUHOM, JOCIIHKEHA
crenu(igHICTh IMyHOJIOTTYHOTO OHJIaH-TecTy ckiana 70,3%.

Opnak cnenu@ivHICTh BiIrpae OUIBIIY pOJIb Yy BUSBICHHI TOMIMPEHUX
3aXBOPIOBAHb CEpeJl 1HIIUX MOAIOHMX MOMY CTaHIB, HANpPUKIIAJ, BUSIBICHHSA 30yJIHHKA

rpuny abo BHsBIEHHS 30yaHHMKa KopoHaBipycHoi xBopodou COVID-19 BumararoTh
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BHUCOKOT Crieliu(pigHOCTI, 100 J1arHOCTUYHUN METOJ] He TIeperIyTaB iX Hl MK 00010, Hi
3 IHIIMMH 30y THUKaMH PECIipaTOpHUX 3aXBOPIOBAHb.

[Ipy BUSBICHHI PIAKICHUX MEJAWYHMX CTAaHIB Ha TEepIie Miclie 13 JBOX
XapaKTePUCTHK BUXOIUTH CaMe€ YYyTIUBICTh. TOMy camMe YyTIUBICTh iIMyHOJOTI4HOTO
OHJIAITH-TECTY BiAirpae poib BigHOCHO mino3pu Ha [T/, 1100 He mpomyCTUTH 1l piAKICHI
(opdanni) XBOpOOH y TUTUHH.

3rigHo yKe 3rajlanux JaHuX (y Tabnwuii 3) 4yTIuBICTh IMYHOJIOTTYHOTO OHJIAH-

TECTy B HAIIOMY JOCTipKeHH]1 ckiana 87,1%.

5.4. IloeTannHMi CKPUHIHT MALI€EHTA 32 KJIIHIYHUMH JAaHUMHU 1040 migo3pu Ha TT1/1

BukopucranHs iMyHOJIOT1YHOTO OHJIAWH-TE€CTA HAJla€ AB1 10JIATKOB1 MOYKJIMBOCTI.
[lo-nepme, 3HaHHS OyIb-SKOTO JIKapss MPO HAasBHICTh IOTO CHOCOO0Y MEPBUHHOI
MEePeBIPKA KIIHIYHOTO IMYHHOTO CTAaTyCy TAIll€EHTIB PO3MIMPIOE MEXK1 TMONIUPECHHS
iH(popmarii npo II/. Ilo-gpyre, oHnaiiH-TeCT € MEBHUM Oap’e€poM B HapaBi€HHI 10
JTUTSYOTO IMYHOJIOTA TAIIEHTIB, K1 MatoTh Juiie 4acti [ PBI 6e3 penuauBHUX BaKKUX
3aXBOPIOBAHb Ta HE MOTPEOYIOTH CIEIiali30BaHOI KOHCYIbTAIIil Ta 11arHOCTHKHU.

[Ipoext PAII/ (“PaHHa miarHOCTMKAa MEPBUHHUX IMYHOAE(IUUTIB”), 10 OYyB
MEePeyMOBOIO CTBOPEHHSI IMYHOJIOTIYHOTO OHJIAWH-TECTa, SKpPa3 MICTHB CIOYaTKY
OCBITHIM eTarm Jjisl JiKapiB MEPBUHHOI JIAHKH, 1 MI3HIIIE €Tan BiI0OpYy JiKapsiMu cepenl
CBOIX MAIlI€EHTIB THUX, KOro OyJi0 O BapTO HAMPaBUTH JJII KOHCYJIbTYBaHHS 10 TUTSIIUX
IMyHOJIOTIB. IMyHOJOriYHMI OHJIAlH-TeCT 00’€HYy€ III [Ba €Tamnu, NPUYOMY MOXKE
BUKOPUCTOBYBATHUCS 1 JIIKaApSAMH MEPBUHHOT JIAHKH, 1 AUTSUYMMHU IMYHOJIOTaMH, 1 JTIKapsIMU
IHITUX CTEIiaTbHOCTEH B OyIb-IKUH yac 13 Oyb-SKOi TOUKH CBITY, /i€ € iIHTepHET. Kpim
[bOT0, TECTYBAHHS MOKYTh POXOJIUTH OAThKHU MAII€HTIB CAMOCTIWHO.

Jpyrum etanom Jjisi CKpUHIHTOBOTO BUsBIECHHS mifgo3pu Ha [11]] € 3BepHeHHs 10

JUTSYOTO IMYHOJIOTa Ha  CIEIMiali3oBaHy KOHCYJBTAIUI0 MICHS  MPOXOHKEHHS
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IMYHOJIOTIYHOTO OHJIaWH-TeCTy. SIKIT0 TECTyBaHHS MPOBOJIMUB JIKYIOUNH JIIKap Malll€HTa,
e TeX MOXxe OyTH BKa3aHO NHpU 30€pexeHHI pe3ylbTaTy TecTyBaHHS. AOO OaTbku
nami€eHTa MOXYTh CaMOCTIMHO 3HAWTH PEriOHAJIBHOTO JUTSYOTO IMyHOJIOTa Ha KapTi
Vkpainu. BizyanbHa kapTa IOCTYIHA 3a MOCWJIaHHSAM immunotest.pp.ua/karta BHU3Y
KO’KHOI CTOPIHKY OHJIAfH-TE€CTa Ta BHU3Y OTPUMAHOTO PE3yIbTaTy TeCTyBaHHS.

Takum 4yuHOM, IO JUTAYOTO IMYHOJIOTAa 3MOXYTh 3BEPTATUCS MAIIEHTH 3 YK€
NpONACHUM OMUTYBAaHHSM 3a 36 kimiHiyHMMH Mapkepamu [1I/], ButpatuBmm Ha e 3-4
XBWIMHM. | TOA1 Ay marieHTa HACTYNUTh TpeTid ertanm ckpuniHry Ha [1IJ]] — Bmache
KOHCYJIbTYBaHHSI IUTSAYOTO iIMyHoJiora 3 BukitoueHHsM [11]] abo nonepeaHiM aiarHozom
neBHo1 rpynu I1I/1.

YerBepTuii eranm CKpUHIHTY — TMIATBEP/KEHHS [l1arHO3y, SKIIO IM1]103pa
30epiraeTbcsi MICIAsS OYHOTO KOHCYJbTYBaHHS creriamxictoM. JIjisi MTiATBEpIKEHHS
niarHo3y I1I/] 3a3Bu4ail BUKOPUCTOBYIOTBHCSI CEPOJIOTIYHI Ta F€HETUYH1 J1abopaTopHi
METO/IH.

TakuM 4MHOM, MU AOCHIIWIM TAIle€HTIB 3 miaTBepmkeHumu I1I/], Ha ocHOBI
OTPUMAHUX JaHUX CTBOPWIM yJOCKOHAJEHUN IMYHOJOTIYHUN OHNaWH-TecT. Llei TecT
J0TIOMarae HarmpaBuTH mio3piny moao /] mutuny 1o quTsyoro iMyHoJora, Jie JiKap-

CHELIa]IICT MOKE IPOJOBKUTH HACTYIIHI €Taly MO MiATBepKeHH0 aiarHo3a 111
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AHAJII3 TA Y3ATAJIBHEHHA PE3YJIBTATIB JOCJLIKEHHA

[lepBUHHI IMyHOAE(PIUTH — reTEPOreHHa rpyna reHeTUYHUX 3aXBOPIOBaHb, IO
MPOSIBIISIIOTHCA TMOPYIIEHHAMH B POOOTI IMyHHOI CHUCTEMH. 3T1JIHO 13 CTAaTUCTUUYHUMHU
nanumu Oynamamii xepdpi Moaenn ta MixuapogHO01 narieHTChKoi opranizartii 3 TTIJ1,
111 3aXBOPIOBaHHS BUSBIISIIOTHCS y 5-10 pasiB pijiie BITHOCHO iX peaIbHOT MOIIMPEHOCTI
B JIIO/ICBKiH momysswii. 3riqHo qanux MiKHapoIHOTO COI03Y iIMyHOJIOTTYHUX TOBAPHUCTB,
Hapa3i BigomMo mnpo 416 3axBoproBaHb, siKi MokHa BigHectu no IIIJ], mopoky
BUSIBJISIIOTHCS HOB1 T€HETUYHI MPUYUHU PIIKICHUX IMyHOCKOMIIPOMETOBAHUX CTaHIB. 3a
ocTaHH1 7 pokiB KuIbKicTh Bimomux III]] monBoinacs, a 3a octanHi 12 pokiB — 3pociia
MaiKe BITSITEPO, IO CHUIBHO 13 BOXKKUMHU KIIHIYHUM TPOSBAMU IIMX 3aXBOPIOBAHb
poouTtsk I1I/] akTyanbHO0 MpobIEeMOIo NeaiaTpii.

VY noctynHiil niTepaTypl BKadyerbea Ha reHetuyHi npuuunu I11J], iX maTtorenes,
XapaKTepHy KJIIHIYHY CUMITOMATHUKY Ta HEOE3IeKy BiikianaHHs Teparmii. Pasom 3 Tum
POJIb KJITHIYHUX MapKepiB OKpeceHa HEMOBHICTIO — ICHYIOTh YMMAJIO PI3HUX CHOCOOIB
3amigo3putu [11]] 3a kIiHIYHUME 03HAKaMU. 3aUIIAI0ThCd HEYTOYHEHHUMH OCOOIMBOCTI
pusukiB [11/] BITHOCHO KyMyJISITABHOTO HAaKOIIMUYEHHS BAXXKO1 KJIIIHIYHOI CUMIITOMAaTUKHU
3 BIKOM.

Y 3B’43Ky 3 UMM, HaMd MpPOBEJIEHI JOCTIIKEHHS, METOI SKHUX CTaJlo
YIOCKOHAJIEHHS MPOTHO3YBaHHS MiJI03pM HAa TMEPBUHHUN IMyHOAe(DILIMT y AiTe Ha
M1JICTaBl BUBYCHHSI KIIIHIYHUX MPOSIBIB, 0COOIMBOCTEH Mepediry 3aXBOPIOBAHHS Y PI3HUX
BIKOBUX T'pyIax JITeH Ta 3 BAKOPUCTAHHAM 1H(HOPMAIITHUX CHCTEM.

JList peanizaiiii mocTaBiaeHOi METH NIepe10aueHO BUPIIICHHS HACTYITHUX OCHOBHUX
3aja4:

1. BcTaHOBUTH KIIIHIYHI IPOSBH MEPBUHHUX IMYHOAE(PIUTIB B 3aJ€KHOCTI B1J

HO30JIOT1YHOI TPYIH 3aXBOPIOBAHHS.
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2. Po3pobutu okpemi KIHIYHI MapKepH, XapakTepHl JJIs PI3HUX MEPBUHHUX
IMyHOAC(IIUTIB.

3. Po3pobuty 1MyHOJOTIYHUNA OHJAMH-TECT JJIsI BUSBJICHHS MiAO3PLINX
BUMA/KIB IEPBUHHOTO IMyHOIE(IIIUTY.

4. BcTaHOBUTH PU3HMKH OKPEMHX KIIHIYHUX MAapKepPiB Ta iX BIUIMBY Ha MiA03pYy
10/I0 TIEPBUHHOTO IMYHOJE(IIIUTY 3aJ€KHO BiJ JWHAMIKH Iepeliry 3aXBOPIOBAHHS Y
pi3HI IEPIOH TUTAYOTO BIKY.

5. Ha ocHOBI pe3ynbTaTiB MOCHIKEHHSI YJIOCKOHAJIUTH IMYHOJIOTTYHHIMA
OHJIAWH-TECT JJIsl MOETAITHOTO BUSIBJICHHS MTEPBUHHUX IMyHOIS(IIUTIB Y paHHBOMY BIITl.

JlocnipkyBaBcs KIIHIYHUN aHaMHE3 JITe BIKOM [0 BICIMHAIUATH POKIB 13
BCTAHOBJICHUM JI1arHO30M NIEPBUHHOTO IMyHOIE(IIUTY, 1110 MaJId TIOBH1 JIaH1 aHAMHE3Y 3
NOMICSIYHOIO TPHUB’SI3KOK0 10 BIKY BIJI HApOJKEHHS JO 4Yacy BCTaHOBJICHHS
IMYHOJIOTIYHOTO [IarHo3y 1 MOYaTKy creniainizoBaHoi tepanii. Jlani 63 miteid Oynu
Bi/1I0paHi BIJIMOBIJTHO JIO0 KPUTEPIiB MOBHOTO Ta TOYHOTO aHaMmHe3y 3 moHaja 800 miteit
yKpaiHcbkoro Peectpy maifieHTIB 3 nepBUHHUMH iMyHOoedituTamu. lani me 100 gitei
Oynu 3i10paHi TiJ Yac KJIIHIYHOTO CIOCTEpPEKeHHS Ha 0a31l IMyHOJIOTIYHOTO LEHTPY
KuiBcbkoi MichKOi muTsa4oi kaiH1gHOT JikapHi Nel. Takum unHOMY y JOCTITIKEHHS OYI10
BKJIFOUEHO AaH1 163 maiieHTiB.

byno Buaiieno 36 KIIHIYHMX MapKepiB, XapakTEePHUX [JIsi TIEPBUHHUX
iMyHOIe(IMTIB: 19 KUIBKICHUX MapKepiB (THEBMOHIS, THIWHUWA OTUT, THINHUNA CUHYCHT,
abcriec IIKIpH, PEIUIMBYIOUYMH CTOMATUT, KaHIWI03, OHIXOMIKO3, MaHAPHIIIH,
OCTEOMIENIT, MEHIHTIT, (hJIETMOHA, CETCHUC, 1HBA3MBHUN MIiKO03, a0CIEeC BHYTPIIIHHOTO
opraHy, THIAHUA  JiMdaneHiT,  MapanpoKTUT,  HEUTpOIeHid,  JIMQOIEHis,
TpoMmOoIruTonieHis1) Ta 17 sKICHUX MapkepiB (XpOHIYHMI OpOHXIT, OpOHXOEKTa3W,
NOIIMPEHE THIMHUYKOBE 3aXBOPIOBAHHA IIKIPH, 3aTPUMKa BIANAAIHHS MYHOBUHHOTO
3QJIMIIIKY, TIOTAHE 3arO€HHS paH, yCKiIaaHeHHs micis memieHHs bIDK, xponiuna miapes,

MOBTOpHA O€3MpUYMHHA JUXOMaHKa 13 3amajbHUMU 3MIHaMH B KpOBI, IOBTOPHI
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Oe3NMprUUYrMHHI HaOPSKHU MIKipH ab0 CIM30BUX OOOJOHOK, CUCTEMHE YPa)KeHHs IIKIPH Y
BUTJISIAI €K3eMH a0o 1XTio3y, CIUICHOMETalisl, aTakcis, TeJeaHrieKkTasii, Mikporedaris,
BpO/DKEHA Baja cepisl B KOMOiHAIli 3 cyqoMaMM, paHHI CMepTi AiTed y ciM’i BiX
iH(}ekiitHuX a0 OHKOJIOTIYHHUX XBOPOO, J1arHO3 NEPBHHHOIO IMYHOACOIIUTY Y
ponuyiB). 3a IIMMU MapKepaMH B aHaMHE31 TOCHIKyBaHUX JiTed BusBieHo 1127
€I130/11B 3 MMOMICSYHOO TIPUB’SI3KOI0 0 BIKY.

Cepen miarHO3iB TMEPBUHHOTO IMYHOACOHINUTY Yy JOCHIIKYBaHUX JITCH
c(hOpMOBAHO JI€B’ATh HO30JIOTIUHUX MIATPYI: NeHEKTH aHTUTIIIOYTBOPEHHS, ACPEKTU
daronuro3zy, KOMOIHOBaHI IMyHOAEC(IIUTH, XBOPOOM IMYHHOI peryismii, aehexTu
BPOJIPKEHOTO IMYHITETY, rinep-lgE-cunnpom, cunapom Bickorra-Onapuya, cuaapom [li-
Jxopmxi, cunnipom HiiimereH.

1100 OLIHUTH YUCIIOBI 3HAYEHHSI PU3HKIB OKPEMUX KITHIYHUX MAapKEPIB y PI3HUX
BIKOBUX Ta HO30JIOTIYHUX MIATPYIax, MPOBEAEHO CTATUCTUYHHUI aHAII3 3a METOIOM
MYJIbTUHOMIHAJIBHOI JIOTICTUYHOT perpecii OKpeMo B KO)KHOMY BIKOBOMY MPOMIXKKY, IO
JTIO3BOJIWJIO TOPIBHATU MK COOOI0 HO30JIOTIYHI MIATPYNY NEPBUHHUX IMyHOEMIIUTIB 1
3a KUIbKICHUMU, 1 32 SIKICHUMU KJITHIYHUMEU Mapkepamu. OJIMH 13 OTpUMaHUX TOKA3HUKIB
JIOTICTUYHOI perpeciiinoi mozem — koedimienT Exp(B), skuil BracHe Hac 1 IIKaBUB,
JI03BOJIUB OI[IHUTH B YMCJIOBOMY €KBIBAJICHTI CTYIIHb, Y CKUIbKM pa3iB MpHU HASIBHOCTI
OJIHOTO €Mi30[y KOHKPETHOTO KJIIHIYHOTO MapKepa 3pOCTae PU3HK MaTH TEPBUHHHMA
IMyHOJIE(DILIUT OKPEMOi HO30JIOTTYHOI MIATPYIX B OKPEMO B3sATOMY Billl. ToMy oTpumMaHi
Koe(dilieHTH MU Ha3Balu KoedinieHTaMu pu3uky. Kpim 1boro, Mu nobaduiiv TMHaMiKy
HApOCTaHHS, CalaHHs a00 cTadimi3amii PU3UKIB PI3HUX MEPBUHHUX IMYHOAEOINUTIB K
3arajioM, Tak i i1 OKpeMHUX KJITHIYHUX O3HaK.

JleekTu aHTUTLIOYTBOPEHHS HAlYacTIlIe MPOSBIISIIM CUMITOMATUKY Y Billl BiJ
6-9 micsauiB 1o 2 pokiB. JledekT parounto3y — B yCixX BIKOBUX Ipyliax, aje HalyacTiile
10 3-4 pokiB. Kom0OiHOBaH1 iMyHOAEePIIUTH — BiI 9 MicslIB 10 2 POKIB, a TAKOX Y

M1UTITKOBOMY BiIli, 1110 MIATBEPKYE PI3HOMAHITHICTh HO30JI0T1 KOMOIHOBAaHOI IMYHHOT
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narosorii. XBOpoOW IMYHHOI JUCPETyJAllli TNPOSBUIM HAPOCTAHHS  KJIHIYHOI
CUMIITOMATUKU BiJ 4 POKIB M0 MiITITKOBOTO BiKy. [liarpyma nedekTiB BpOIKEHOTO
IMyHITeTY Ta miarpyna rinep-1gE-cuaapomy — aHanoridyde HapocTaHHS BiJl 6 pokiB 70 18
pokiB. Cunapom Bickorta-Onjmpuya nposiBUB MOCTYNOBE KyMYJIOBAaHHS KIIHIYHHX
CHUMIITOMIB Yy Malli€HTIiB BiJ 3 pokiB 10 18 pokis.

Pe3ynbpTaTi xapakTepu3yrOThCs MIUPOKUMHM Jiara3oHaMu KOCQIIIEHTIB PU3HKY:
OJTHI KJIHIYHI O3HAKH TPAIUISAIOTHCS YACTINIC JIAIIE TPH TEeBHUX HO30JOTIAX, aje
OUTbIIICTh TMPOSIBIB  (DIKCYIOThCSA OfApa3y Yy OaraTbox MIArpynax MEpPBUHHUX
IMyHOI€(DIITUTIB, ajie 3 PI3HOIO0 BIKOBOIO JUHAMIKOIO0 KOe(IIIEHTIB pU3UKY. J{J1s1 KOKHOTO
13 36 KIIHIYHUX MapkepiB OyJau BUOKPEMIIEHI Ti, SKI BUSBWINACS BIUIMBOBUM ILOZO
M1703pHU Ha MEPBUHHUHN IMyHOIEeDIIUT (TOOTO Mau KOe(Ili€EHT PU3UKY BHUIIE OJUHUIIL),
OyJI0 BCTAaHOBJICHO OKPEME 3HAYEHHs JUIsl KOXKHOI 3 12 BIKOBUX MIATPYII 13 KOXKHOI 3 9
HO30JIOTTYHUX MIATPYIL.

BcranoBnieHo, mo aiisg JeSKUX MapKepiB KOe(ill€eHTH TPUOIU3HO CTaOUIbHI,
O0COOJIMBO Ti, SIKI CTOCYIOTbCS POJMHHOIO aHAMHE3y, OJHAaK MpHU aHaji3l aHaMHE3y B
pi3HOMY Billl Ui OUIBIIOCTI KIIHIYHUX MapKepiB KOE(IIEHTH PUBHKY IS TIET K
HO30JIOTIYHOI MIATPYNU MOXYTh BiApi3HsATUCA. Hampukian, rHifHI OTUTH MalOTh
3HAYHUW BIUIMB Ha MII03pYy MO0 Ae(EKTIB aHTUTUIOYTBOPEHHS A0 2 POKIB: y Bill 6
MICSIIIB KOS(DIIEHT PU3UKY CTAaHOBUTH BChoro 3,211, y 9 micsimiB — 13,937, B 12 mics1iB
— 41,167, B 18 micauiB — 41,053, y 2 poku koedillieHT 3HOBY 3MEHITyeThCsl — A0 14,7, a B
pPaHHBOMY IIKUIBHOMY Ta IiJTITKOBOMY Billi CTaHOBUTSH Bix 1,34 1o 1,502.

[Ipo mimo3py HasBHOCTI Ne(EKTIB aHTUTIIOYTBOPEHHS HAWOUIBINI 3HAYCHHS
PHU3HKIB MalOTh MPOSIBU THIMHUX OTUTIB (MakCUMallbHUM KoediumieHT pusuky 41,167),
naHapuIliiB (26,411), HasIBHICTb TAKOTO 3aXBOPIOBAHHS Y poAMHHOMY aHamHe31 (135,312)
Ta paHH1 cmepTi 0au3bkux poauuis (10,885).

Hedektu GarounTosy XapakTepu3yrThCs MiJABUILEHUMH PU3UKAMU I11]103pU TIPH

pPO3BUTKY HEWUTpomeHii (MakcuMalibHuil KoedirieHT pusuky 33,165), mimdoneHii
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(15,887), 3aTpumill BIANAAIHHSA IMYMOBUHHOTO 3aiumiky (21,039), npu iHBa3MBHOMY
Mmiko3i (48,697), crmenomeranii (96,63), raitHUX miMdanenitax (20,741), dmermoni
(18,148), ocreomienmiti (16,698), rHIMHMYKOBUX 3axBoproBaHHsAX Mmikipu (15,879) Ta
paHHIX cMepTsIX 0au3bkux poandiB (11,491).

Bucoxki pu3uku miio3pu Ha KoMOIHOBaH1 iMyHO1e(DILIUTH BUSBJICHI IPH PO3BUTKY
B JUTUHM XPOHIYHOI HEIH(EKIIHHOI iapei IMoHaJ OJWH MicAllb (MaKCUMaIbHUN
koediienT pusuky 113961,5), meninrity (113232,8), abGcrecy BHYTpILIHIX OpraHiB
(1828,7), cencucy (116,315), cepitoznux yckiamaenb micis meruieHdass BIDK (85,9),
cruieHoMeranii (52,788), mueBmoHii (45,916), cencucy (116,315).

JIns XxBOpoO IMYHHOI AMCPETYJSiIli KJIiHIYHA MiJ03pa BHUIA MPU PO3BUTKOBI
rHiitHux miMdaneHiTie (92,141), rtaiitHux otutiB (78,329), dnermonun (21,048),
XpoHigHOTO OpoHXIiTY (14,048), HassBHOCTI paHHIX cMepTelt y poandis (50,901).

JledexTr BpOKEHOTO IMyHITETY MOXHA 3aI1J03pUTH, SKIIO B aHAMHE31 JTUTUHU
HasIBHI Takl KJIIHIYHI MapKepH, siK 1HBa3uBHHUM Miko3 (72110,1), abcuiec BHYTPIITHBOTO
oprany (56,064), napanpoktut (150,159), nmueBmonis (10,545), 3atpumka (Hi3ugHOTO
po3BUTKY (16,138).

[loxo cunapomy rinepimyHorioOyminemii E (rinep-1gE-cunnpomy) BuzHaueHo,
0 MPOSIBU IMYHOCKOMIIPOMETOBAHOCTI Hal4acTillle XapakTepHu3yeTbcs abcliecamu
BHYTPIIIHIX OpraHiB, CIUICHOMETATIEI0, THIMHUYKOBUMH 3aXBOPIOBAHHSMH IIKIpH,
oHiXoMiKo3amMu. OpgHak Koe(imieHTH pu3uKy mis rinep-lgE-cunnpomy He HacTUIbKH
BaYKJIMBI, OCKUTHKY JIJIsI PI3HUX BapiaHTIB IbOT'O 3aXBOPIOBAHHS YK€ ICHY€E OaibHa ITKaa,
110 TAKOK BKJIIOYA€E MOPYIIEHHS PO3BUTKY CKeneTa Ta 3y0iB. Tomy Takuil 11arHo3 MOXHa
BUSIBUTH 3 BIKY 6-12 MicsIIiB.

[Tpu cungpomi Bickorra-Onapuda TpoOMOOIUTONEHIS TOCTYIOBO TOCHIIOETHCS
BXKE€ TIICIIA HApPOJKEHHS (KOedIIEHT PU3UKY MOCTYNOBO Hapoctae 10 39439054.9). I3
JIOCTaTHIMHU 3HAYEHHSAMHM MPOSBUIM ce0e TaKOK MapKepu XpoHiuHOi miapes (201,649),

ycknaaeHHs micnsa mermieHHs BIDK (105,259), mimdonenis (80,235), panHi cmeprti
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omm3bkux ponuuiB (51,437), nHeBMOHIT (24,645), xkanauno3u (13,284), crimeHomeratis
(10,755) Ta BusBieni 6ponxoekrasu (12,861).

CratucTuyHui aHalli3 MIATBEP/DKYE KIHIYHMM mepedir cunapomy Bickorra-
Onapuya, 0AHOTO 3 BIAHOCHO JIaBHO BIJOMHUX CHHAPOMIB IEPBUHHOTO IMYHOACHILUTY.
TpomboruToneHii NpakTUYHO HE 3yCTPIYAIOTHCS Cepell 1HIIUX HO30JIOTIUYHUX MIATPYII
BpPOKEHOT IMYHHOI MaTOJIOT1i, TOMY KOE(DIIIEHT PU3UKY TPOMOOIUTOIICHIT IIPU 1IbOMY
CHHIPOMI HACTiNbKu Bucokuit (3,94 * 107). Ilpu HagBHOCTI Takoi KIiHIYHOI O3HAKH
cuaapoM Bickorra-Onapuya y mnaiieHTa MOTPIOHO MiJO3pIOBATH Y TMEpIIy dYepry
BIJIHOCHO 1HIIIUX MIATPYI BPOHKEHUX IMYHOAEC(PIIUTIB.

Takum 4nMHOM, KOE(ILIEHTH PU3MKY MMOKAa3ylOTh HE JUIIE CTYIIHb BIUIMBY Ha
IMOBIPHICTh TMEPBUHHOTO IMyHOIEDIUTY, ane W J03BOJIAIOTH MUMEPEHIIIOBATH Pi3HI
Ho3ouior1l. Lle Mae BaxIMBe MPAKTUYHE 3HAYEHHS JJII PAHHBOTO BUSIBICHHS P1IKICHUX
3aXBOPIOBAaHb, OCKUTBKH JIOTIOMAra€e 3BY3UTH Ta MPHUIIBUAMINATH TIaTrHOCTHYHUN TTOIITYK
IiJT 9ac KJIIHIYHOTO BEJACHHS II03PIJIOTO BUMAAKY, MIBUAIIC YTOYHUTH IMYHOJIOTIYHUN
JI1ardos.

bararo iHmmx MapkepiB Majiu MEHIN BIUIMBOBI (MeHie 10) 4ucIOBI 3HAUYCHHS
KOe(DIIIEHTIB PU3MKY MIAO3pH Ha PI3HI MEpBUHHI IMyHOAedinuTH. A cuHapom Jli-
Jlxopmxki, cunapom HiliMereH mposiBUIIM CBOI NATOTHOMOHIYHI MapKepu y TaKkoOMy
BHCOKOMY CTYIIEHI, 11O JIJIs BUSBJICHHS MAIlI€EHTIB IT1103POI0 HA Il JIBa CTAHU JOCTATHBHO
JUIIEe X OCHOBHMX XapaKTEpHUX MpPOsiBIB — KOMOIHawIi amia3ii Tumyca (KoegilieHt
pusuky 6,45 * 10%°), Bagu cepus ta cymom mis cungpomy i-Jlxopaki, mikpouedarii
(koedimienT pusuky 5,62 * 10°7) nna cunapomy Hilimeren.

Pos3pobnena y 2018 pori Oeta-Bepcis 1IMyHOJIOTIYHOTO OHJIAWH-TeCTy Oya
BrockoHaneHa y 2020-2021 pokax Ha OCHOBI OTPUMaHUX PE3YNbTATIB KOEQIIIEHTIB
PHU3HKY Ta 3 BUKOPHUCTAHHSM 3 BUKOPUCTAHHSM CTaTHCTHYHOTO METOy perpecii Kokca.
IMmyHONIOTIYHUHN OHJANH-TECT — 1€ cheliajibHa iHdopMalliiiHa cucTeMa, AOCTYIMHUHN K

JIKYIOUMM JIIKapsiM, Tak 1 OarbkaM MauieHTiB. {7 KOpUCTYBaHHSA IMYHOJOTIYHUM
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OHJIAWH-TECTOM JOCTaTHBbO OYy/Ab-SIKOTO KOMIT'IOTEpa 4M cMapTdoHa 3 BHUXOJIOM B
IHTEpHET (peXuM JOCTyIy: immunotest.pp.ua). [HbopmariitHa cucTema g03BOJIIE
MIPOBECTU MEPBUHHUIN CKPUHIHI aHAMHE3y Ha M1JI03pY BPO/DKEHHUX IMYyHOACOIIHTIB 3a
KJIIHIYHUMU MapKepamu 13 BpaXyBaHHSIM BiKy JUTUHU. OTpUMaHui pe3ysabTaT BKIIOYAE
YHICIIOBE 3HAYCHHS CTYIEHS PU3UKY HASBHOCT1 IMyHOJIOTYHOTO AiarHo3y (y CKUIbKU pa3iB
BHIII1 IITAHCH MaTH J[1arH03 BITHOCHO CEPEIHIX MOMYIAIIMHUX PU3UKIB), @ TAKOXK BKIIIOYAE
pPaH)KOBAaHUM CIUCOK HO30JOTIYHHUX MIATPYN NEPBHUHHUX IMYHOJE(IIUTIB — BiJ OLIBII
M103pUIMX 3aXBOPIOBaHb J0 MEHII Mio3piiauX. [licis Takoro TecTyBaHHS 3a MOTPEOH
HAJIAETHCS PEKOMEHIAITisl 3BEPHYTHUCS /10 PET10HATBLHOTO JUTSYOTO JIIKapsA-IMyHOJIOTa JIJIs
MOAANBIINX €TaMiB J1arHOCTUKHU BPOPKEHOT0 IMyHHO1 MTATOJIOTII.

Jlist mepeBipku €PEeKTUBHOCTI IMYHOJIOTIYHOTO OHJIAWH-TECTY MM BUPIIINAIN
NEPEBIPUTH, HACKUIBKA PaHO 3MII OM Hall TECT BUABUTH MiJ03pYy Ha TMEPBUHHMIA
IMyHOJIE(DILMT y AOCIIPKYBaHMX HAMU MALI€HTIB. | MOPIBHATH pe3ysbTaT 13 TUM, CKIIIbKH
OyJ0 BHUSBIIGHO ILMUX K€ TMAIl€HTIB y PI3HI BIKOBI MPOMDKKH MpHU iX 3BUYANHUX
KOHCYJIBTALIISIX Ha TEPBUHHIM, BTOPUHHINA 1 TPETUHHIA JaHKax HaJaHHS MEIUYHOI
JIOTIOMOTH.

EdexTuBHICTh IMYHOJIOTIYHOTO OHJIAMH-TECTY MO0 MiJ03pH Ha TEPBHUHHI
imyHonedituTu cknana 87,1%. 3 mpuBOay paHHBOI JIAarHOCTUKH Y PI3HUX BIKOBHUX
MPOMIKKaX OHJIAMH-TECTYBAaHHSI 3HAYHO BHUIIEPEIMIIO PEabHY I1CTOPII0 BHSBICHHS
XBOpPOOM y IIUX CaMUX MAII€HTIB: TECT 3MIT BUSIBUTH O1IbIIE MAIIEHTIB 13 MEPBUHHUM
IMyHOe(DIIIUTOM, HIXK CTaHJapTHA CHCTeMa HaJaHHS MEJINYHOI JIOMTIOMOTH (3a 1ICTOPIsIMH
XBOPOO MAI€HTIB): y 2-5 pa3iB OLIbIIE MAIIEHTIB Y Pi3HI MICSIIl BIKY A0 OJTHOTO POKY, 10
1,7 pa3iB OubllIe — A0 ABOPIYHOrO BiKYy. Y CTaplIOMy Billl IMyHOJIOTTYHHUI OHJIAHH-TECT
TaKOX JEMOHCTPYBaB y OJM3bKO MIBTOpA pa3 Kpaile BHUSIBICHHS NAIll€HTIB, HIXK
cranaaptHi Metou. EexTuBHICTh TecTyBaHHS 30epiraiacs y JOCHIIKEHHI 10 BIKY B

noHaja 12 poxis.
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3BICHO, IMYHOJIOTIYHHUI OHJIAH-TECT HE SBJSETHCS ATbTEPHATUBOIO 3BUYAWHUM
KOHCYJIBTAITIS JIIKapiB Pi3HUX JIAHOK MEAUYHOI JOIMOMOTH, @ MOXE CTaTH CYYacHUM
JIOTIOBHEHHSIM — B TAKOMY pa3i €(PEeKTUBHICTh PAHHBOTO BUSIBICHHS BPOJKEHOI IMYHHOT
MaToJIorii y AiTel MOYKe BUSBUTHCS TOYHO HE HIXKYOIO, a BIPOT1IHO BHIIIOIO 32 OTPUMaHIi
pE3yNbTaTH.

[IpoBenennii HamMu aHajdl3 KIIHIYHUX MapKepiB NMEPBUHHUX IMYHOJE]IIUTIB
JI03BOJIMB CTBOPHUTH HOBI MPOTHOCTUYHI MOJIENI JUIsl paHHBOTO BHSIBJICHHS TAIlI€HTIB 13
I1I03pOI0 Ha IF0 PIJIKICHY TeI1aTpUYHY MMaTOJIOTiI0, 1110, Ha HaIl OIS, Oy/Ie CIPHUATH
MIJBUIICHHIO €()EKTUBHOCTI JIarHOCTUKH TMEPBUHHUX iMyHoaedinuTiB. Came paHHS
JarHOCTHKA IUX 3aXBOPIOBAaHb MAa€ 3HAYHWM BIUTMB HA BYACHHUN MOYATOK JIIKyBAaHHS Ta
YHUKHEHHSI HeOaKaHWX BHUXOJIB XBOpoOHM. Pe3ynbTar 1MyHOJOTIYHOTO OHJIAH-
TECTYyBaHHS MOKE KICHO BILTMHYTH Ha BUOIP NOJATBIINX METO/IIB OOCTEKEHHS Malll€HTA.
A 1e me pa3 CBIAYUTH MPO HEOOXITHICTh PO3IIMPEHHS 1 JOMOBHEHHS CTaHAAPTHUX
METO/MIB  CKPUHIHTY TMEpPBUHHHMX IMYHOJE(INUTIB 3 ypaxyBaHHSM CY4YacCHUX

MOSKJIMBOCTEMN.
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BUCHOBKHA

1. JloBeneHa BaXKJIWBICTh BIKOBOI JUHAMIKH KJIIHIYHOTO Iepediry mepBUHHUX
IMyHOACDIMTIB JJIs yIOCKOHAJICHHS iX PAaHHBOT'O BUSIBJICHHS y ITCH.

2. BuszHaueHo KIiHIYHI MapKepu, XapakTepHI [JIsI BPOKEHOI 1MYyHHOI
IaToJIOril — Maii’ke BCl BOHHM HEIIATOTHOMOHIYHI, a JHUIIE iX KOMOIHAIl JO3BOJISIOTH
CTaBUTH MUTAHHS PO UMOBIPHICTh MEPBUHHOTO IMYHOAE(DILIUTY Yy AITEH.

3. BcranoBieHo koedimieHTH pu3UKy i 36 KIIHIYHUX MapKepiB BIJIHOCHO
HO30JIOT1 MEPBUHHUX IMYHOJE(DIIMUTIB Ta BIKOBOI TUHAMIKU 3 BUKOPUCTAHHSM METOIY
MyJIbTHHOMIHAJIBHOI JIOTICTUYHOI perpecii. MeToj [03BOJIMB OXapaKTepU3yBaTH B
UPOBOMY BUIJISII OKpeMl KIIHIYHI MPOSBH, 10 MOXYTh 3MIHIOBaTHCS 3 BIKOM 1
BIJIPI3HSIOTHCA JUIsl OKPEMUX MIATPYH NEPBUHHUX IMYHOAE(PILUTIB.

4. Po3po0ieHO IMYHOJIOTTYHHI OHJIAaH-TECT HA OCHOBI BCTAHOBJICHUX KIIIHIYHUX
MapKepiB, KU YTOCKOHAJIEHO 3 BUKOPUCTAHHIM MeToly perpecii Kokca.

5. BcranoBieHo, 110 iIMyHOJIOTTYHUIN OHJIAWH-TECT MOXE MOETATHO JJOMTOBHUTH
JIarHOCTUYHUHN TONIYK JITEH 3 MEePBUHHUMH IMYHOAC(IIIUTAMU HUISIXOM IEPBUHHOTO

CKPUHIHTY aHaMHe3y TMeI1aTPUYHUX Talli€HTIB.
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MPAKTUYHI PEKOMEHIALIT

ImyHONOTiYHMN  OHJaWH-TecT  (immunotest.pp.ua)  IPOMOHYETbCS IS
BUKOPHUCTAaHHA B YyCiX MOMJIMBUX BHUIIQJIKaX Mi03pH IMYHHOI IMAaTOJIOTil y MaIli€HTa
JTUTSYOTO BIKY SIK JIKYIOUHM JIIKapsaM, Tak 1 6arbkam AuTuHU. OHJIANH-TECT € Cy4YacCHUM
MEXaHI3MOM TIE€PBUHHOTO CKPUHIHTY aHaMHE3y JUTHHH Ha WMOBIPHICTh HAasSBHOCTI
BPOJKEHOTO iMyHOAeIUTY. Pe3ynpTaT Takoro TeCTyBaHHS MOXE SKICHO BIUTMHYTH Ha
BUOIp TMEPIIOYEPrOBUX METOJMIB OOCTE)KCHHS IMMaIlli€eHTa, ITOKPAIIYyIOUd 3arajibHUl
J1arHOCTUYHUHN MPOIIEC.

IMyHOJOTIYHUI OHJIAWH-TECT MPONOHYETHCSA O BUKOPUCTAHHS YCIM JIKapsM
nepe HarpaBieHHSM iX MAalli€HTIB 0 JAUTSIYOTrO iMyHoJiora. Takox 1MYHOJOTIYHUHN
OHJIAfH-TECT MOXYTh BHKOPHCTOBYBATH OAaThbKU MITEH I CAaMOCTIMHOTO TUTAaHYBaHHS

KOHCYJIBTALll1l IUTSYOTO IMyHOJIOTA.
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