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CoBpeMeHHbII NepUOl Pa3BUTHS MEULIMHBI SBJISETCS MPOPHIBHBIM C TOUKU 3PEHUS AMArHOCTUKU U JICUEHUs
NIePBUYHBIX UIMMYyHOAE(GHUIUTOB. [IepBuUHbIe NMMYHOAEGHITUTEI SBISIOTCS PEIKHIMH 3a00JICBaHUSIMH, B OCHOBHOM
OHH TPOSABIIIOTCA B BUJE ayTOMMMYHHBIX, OHKOJOTHYECCKHX, HH(QEKIMOHHBIX 3a001eBanuil. OHH IPEACTaBIIOT
co0oii reHeTnyeckue 1e(eKThl, KOTOPBIC IIPUBEIH K BPOXKICHHOMY HapyLICHUIO CHCTEMBI UMMYHHUTETA, 4TO AesIaeT
GOIBHBIX C TAKUMHU 3a00JI€BAHHAMU BOCHPHUMYUBLEIME K HH(eKknusiM. CBoeBpeMeHHasl THAaTHOCTHKA U CBOEBpE-
MEHHOE JICUeHUE TT03BOJIAIOT YTy UIINTh Ka4eCTBO JKM3HH NAIUEHTOB, IPOJIUTh CaMy KU3Hb, OTCPOUUTH HACTYILIC-
HHE MHBAJIMIHOCTU WM HE JIONYCTUTH €€ NOsBICHUs. TEeXHOJIOrHUeCKHe JOCTHKEHHUS IPUBOJAT K PACHIMPEHHIO
3HaHUH O MEPBUYHBIX HMMYHOAS(PUINTAX CPENH MEAUIUHCKHX PaOOTHHKOB. [I0CTOSHHO CO37aIOTCSI HOBEIE BO3-
MO’KHOCTH IS Pa3BUTHS IEPCOHANIN3UPOBAHHOM MEIUIIUHEL, OHAKO OCTAeTCsl HEeJO0CTATOYHOH 0CBEJOMICHHOCTh
Bpadeil 1o BoIpocaM ANarHOCTHKH 9TuX 3aboneBannii. K coxanenuio, HeonaraisHoro ckpununra va ITMJ] cerommst
B Poccuiickoit denepanun He CyIIECTBYET, 4TO, O€3yCIOBHO, CHIDKAET BO3MOMKHOCTH JHAarHOCTUKH M TepaIleBTHYC-
CKOTO pearnpoBaHMs HA PaHHUX dTalax *U3HU peOeHka. BakHyro posib B AMarHoCTUKe u Jiedenun nereit ¢ TN J]
UrpaeT aKTUBHASI O3S POAUTEIICH, KOTOPBIE MPEICTaBISIOT BCIO ONACHOCTh HEANArHOCTHPOBAHHEIX 3a00i1eBa-
HUH, TOTOBBIX TPATUTh PECYPCHI IS HOCTAHOBKH NIPABHIIBHOTO JHATHO3a UX PeOCHKY H pealH3alluyl aJeKBaTHOTO
JIeYCHHUST — 3aMECTUTEIIbHON Tepanuu. OHAKO MEePBUYHbIC HMMYHOAC(HUINTH MaJTON3BECTHBI B CPE/IC MALIUCHTOB,
COBEPILEHHOJIETHUE MALMEHThI WM POJUTENH AETEH-NALMEHTOB HE UMENHU NPEACTABICHHS HU O CIEKTPEe KIMHU-
YEeCKHUX HPOSBICHUI, HU O XapaKTepUCTHKAX TedeHHs 3a0oneBaHus. Llenbro TaHHOI CTaThy OBLIO M3ydeHHE HH-
(opMHUPOBAHHOCTH NMALUEHTOB (POAHUTENIEH) O MEPBUYHBIX HIMMYHOAS()UIUTAX, CHMITOMAX UX TEUCHUs, BADHAHTAX
JIeYEHHS], PUCKAX OOJIC3HH.

KuioueBble ci10Ba: NanMeHThbl, NepBHYHbIE HMMYHOAEe(HIHTHI, THATHOCTHKA, Op(aHHOe 3a00/1eBaHNe,

WHPOPMHUPOBAHHOCTH NAIHEHTOB

THE ANALYSIS OF INFORMATION AWARENESS
OF PATIENTS ABOUT PRIMARY IMMUNODEFICIENCIES
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The modern period in the development of medicine is a breakthrough in terms of diagnostics and treatment of
primary immunodeficiencies. Primary immunodeficiencies are rare diseases. They manifest themselves in the form
of autoimmune, cancer, infectious diseases. They are genetic defects. This has led to a congenital impairment of the
immune system, which makes these patients susceptible to infections. Timely diagnosis and treatment can improve
the quality of life of such patients, prolong life, and prevent disability. Technological advances are leading to increased
knowledge of primary immunodeficiencies among healthcare professionals. New opportunities are constantly
being created for the development of personalized medicine, but there remains a lack of awareness among doctors
on the diagnosis of these diseases. Unfortunately, neonatal screening for PID does not exist today in the Russian
Federation. This reduces the potential for diagnosis and therapeutic response in early childhood. An important role in
the diagnosis and treatment of children with PID is played by the active position of parents, who pose all the danger
from undiagnosed diseases, who are ready to spend various resources to make the correct diagnosis for their child
and implement adequate treatment — substitution therapy. However, primary immunodeficiencies are little known
among patients. Adult patients or parents of child patients have no idea about the clinical manifestations or about
the characteristics of the course of the disease. The purpose of this article was: to study the awareness of patients
(parents) about primary immunodeficiencies, symptoms of their course, treatment options and risks of the disease.

Keywords: patients, primary immunodeficiencies, diagnostics, orphan disease, information awareness of patient

[TepBuuHbIE UMMYHOIE(DUIIUTBI SIBIISIOTCS
opdaHHBIMU 3200JIEBAHUSIMHU, OJIHAKO CETOJTHS,
B CBSI3U C Pa3BUTUEM TEXHOJIOTHH JUArHOCTH-
KH, 9TOT Te3UC CTAHOBUTCS BCe OOiIee TUCKYC-
cioHHBIM [1, c.46]. OTHOCHUTEIIBHO HHU3Kas
4acTOTa BCTPEYACMOCTH NPHUBOAUT K TOMY,
YTO B HACEJICHUU COBCEM HE U3BECTHO 00 3TOM
3a00JIeBaHUH, OCBEJOMJICHHOCTh MAI[MCHTOB
Takke HegocTarouHa [2]. CBoeBpeMeHHas Me-
TUITMHCKAS 3aMECTUTENIbHAs Tepamus IO03BO-
nseT nanueaTaMm ¢ [T ]l xuTh moIHOIEHHOMN

JKU3HBI0, M30eKaTh mHBanuau3anui. OmgHako
JUTsl CTAOMJIBHOTO COCTOSIHUSL U MIPUEMIIEMOTO
KadyecTBa JKU3HU TalMeHTa HeoOXo[uMa paH-
HsIs1 TMAarHOCTHKA, YTO HEBO3MOIKHO HE TOJILKO
0e3 Bpavya, 0COOCHHO IEPBUYHOTO 3BEHA, HO
1 6e3 nH(HOPMUPOBAHHOTO MAIMEHTA.

3aadeil HaIero UCCiaea0BaHusI ObUIO BBISAC-
HUTbH CTETNICHb WH(OPMUPOBAHHOCTHU O TICPBUY-
HBIX IMMYHOJIC(DUIIUTAX U BBIICHUTH OCHOBHBIC
ucrounnkn uHpopmarmu o [TW]] nns Hammx
PECTIOHIICHTOB (WICHOB ceMel C IETHbMH).
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MaTepnanbl U METOAbI UCCTICAOBAHUA

MeToibl, HCITONb3yeMbIe B UCCIICIOBAHUH:
aHaAJIN3 TEOPETHYECKUX HCTOYHUKOB; aHAIN3
CTaTUCTUYECKOW WH(pOpMaum; HSMIIHpHYe-
CKHM METOJIOM HCCJIE/IOBAHMUS BBICTYIIAN COIHU-
OJIOTHYECKHH ompoc, mpoBeieHHb B CBepa-
JIOBCKOHM obmactu. beina paspaborana aHkera,
coctosimasi u3 61 Bompoca. Pe3ynbrarhl Ha-
[IeTO0 MCCIIEAOBAHUS MOXKHO PACIpPOCTPAHSTh
Ha JIMI C TIEPBUYHBIME UMMYHOAE(QHUIINTAMH,
Yy KOTOpBIX 3a00JieBaHMSI OBUIA BBISBICHBI,
1 OHU OBUIM TIOCTaBJIEHBI HAa yYeT Ha MOMEHT
HCCIIEIOBAaHUs, JE€TU-TIALIUEHTHl PECIOHACH-
TOB JKMBBI. HamMu 0BT TOCTUTHYT 00Ul 00B-
eM BBIOOpKH (n = 54), nccinemoBanne MPOBOIH-
J0Ch B MapTe — aekadpe 2019 1. [3, c. 211]. [To
CpOKy ¢ MoMeHTa obHapyxeHns BOU y ue-
Ha CEMbH, IO MOMEHTa ONpoca HHPOPMAHTOB
MOYKHO Pa3eiIUTh Ha 3 OOJIbIINE TPYIIIBI: CPOK
10 Tpex JeT (55 %); cpok OT Tpex A0 CEeMH JIET
(32%); cpox ot cemu no 22 net (13 %).

Pesyabrarsl ucciienoBanus
U UX 00CYy:KIeHue

3anono3pyuTh NEePBUUHBIN HMMYHOAC(QUIHAT
(IIN) Bo3moxno. Ero, xak mpasuio, comnpo-
BOXIIAIOT OIIPE/ICJICHHBIC NPHU3HAKU (YacTble
OTHUTBI, CHHYCHUTBI, BOCIIQJE€HHE JIErKux, aol-
CIIECChI KOXH, a0CIIeCChl BHYTPEHHHUX OpPTaHOB,
OIMOPTYHUCTHYECKUE WHPEKIUH, ayTOUMMYH-
Hble 3200J1€BaHus, ANJIEPrHYECKHUE TPOSBICHUS
u n1p.) [4]. BesiBreHHE MalUeHTOB C TaKUM 3a-
OoneBaHHEM NPHUBEIO K COBEPILICHCTBOBAHHIO
METOZO0B UarHocTUKHU. CONpOBOXKIEHHE IIa-
uuenToB ¢ [TN]] naeT BO3BMOXXHOCTh pa3BUBATh
TEHETUYECKOEC KOHCY/IBTUPOBAHHE M JICUCHHUE
OONBHBIX, BKJIIOYAs 3aMECTUTEIBHYIO Tepa-
MU0 UMMYHOIJIOOYTMHAMH, TPAHCILIAHTALUIO
KOCTHOTO MO3T'a, TéMOIIO3THYECKHUX CTBOJIOBBIX
KJIETOK W TeHoTepanuio [5, ¢. 11]. Tak kak B mo-
JABISIONIEM OOJNBIIMHCTBE CIy4daeB OONE3Hb
NPOSIBIISICTCSl B TIEPBBIC HEENW WM MECSIIBI
JKM3HHU peOeHKa, TO OT CTENeHH HHPOPMHUPOBaH-
HOCTH HE TOJIbKO MEAUIIMHCKUX paOOTHHUKOB, HO
1 OOBIYHBIX POAWTENICH 3aBUCHUT >KU3Hb JETEH,
HMEHHO OHHM MOT'YT IIOMOYb COCTaBUTb KapTH-
HY CEMEHHBIX TSDKeNbIX MH(peKuuit u cMmepreit
JIeTel B paHHEM BO3pacTe, 0COOCHHO €CII OHU
CONPOBOXKIAIUCH KIMHUKOW HWH()EKIMOHHBIX
3abonesanuii. Kak obcrout neno ¢ undopmu-
POBAHHOCTBIO Y MALIMEHTOB?

B wuccnenoBaHumu Hac MHTEpecoBajia He
cTereHb MH(GOPMUPOBAHHOCTH TAIIMEHTOB Ha
MOMEHT ormpoca (ITOCKOJIBKY y BCEX pa3HbIi
JKU3HEHHBIN OIBIT U CPOK OOJIE3HU C MOMEHTA
obnapyxenust [IMJ1). Crenenr unpopmupo-
BaHHOCTH HEKOTOPBIX POAMTENICH AeTel-nanu-
€HTOB Ha CETOIHSIIHUM NIeHb, B CBA3U C IIPO-
JIOHTUPOBAHHBIM JIeueHHEM OOJIC3HH, OYCHb
BbICOKas. Hamie BHMMaHue ObUIO OOpaIieHO

Ha CTeleHb MH()OPMUPOBAHHOCTH HAa MOMEHT
obnapyxenus [IN]] y unena cembu. [loatomy
MBI TIONPOCUIIA PECTIOHACHTOB BCIIOMHHUTH TO
BpeMs, KOTJla OHHU €Ie TOJBKO CTOJIKHYIUCH
¢ [IN]] y uieHa ux ceMbH, U OTBETUTb, Ha-
CKOJIBKO XOpOIIIO OHHU ObUTH WH(POPMHUPOBAHBI
B cleAyromux Bompocax (puc. 1).

Kax cnenyer u3 mannsix puc. 1, ypoBeHb
MH(POPMHUPOBAHHOCTH Ha MOMEHT OOHapyxe-
Husa [IW]] npaktuyecku y BCeX PECHOHJIEH-
TOB OBLT KpaiiHe HU3KWUM. PaccuuTaHHBIA WH-
nekc ot 0 (coBeplIeHHO HE WH(POPMHUPOBAH)
no 1 (mocraroyHo MHGOPMHUPOBAH) MOKa3bI-
BaeT CpeIHUl ypOBeHb HWH(OPMUPOBAHHO-
ctu ot 0,03 (T.e. MpaKTUYECKH HUKTO HUYETO
HE 3HaJ) PO METOJbI JICYCHUS TP TSHKEIOH
KOMOWHHUPOBAaHHOW WMMYHHOW HEIOCTaTO4-
Hoctu (TKHWH) no 0,22 (GonmpImMHCTBO BHEp-
BBI€ CIIBIIIANN, HO HEKOTOPHIE YTO-TO 3HAJIN)
Ipo reHeruueckue ucciaenoBanua Ha [TA/1.
Cyzst 1o MHIEKCY, BOITPOCHI MOXKHO Pa30HUTh Ha
TPH TPYIIIBL:

1) mpo w™eromer neuenuss npu TKHUH,
MOJTHOOK30MHOE CEKBEHHUPOBaHHE, IIOCTHA-
TalbHBI CKPUHUHI, TPAHCIIAHTAIUIO T€MO-
no3tndyeckux crBosioBbix kietok (TI'CK),
MTOJTHOTEHOMHOE CEKBEHUPOBAHHE, TAPTETHYIO
Y TEHHYIO Teparuio, Hd MOMEHT OOHapyKeHUS
[T1]I HUKTO HUYETO MPAKTUYECKH HE 3Ha;

2) po 3aMECTUTENBHYIO TEPAIUIoO U Tep-
BUYHBINA (BPOXKACHHBIN) NUMMYHOACPHULIUT He-
KOTOPBIE UTO-TO CIIBIILIATH, HO HE 3HAJIU, YTO 3TO
TaKO€ WJIM HE 3HAIM HUKAKUX IMOIPOOHOCTEH;

3) po MSATOYHBIN TECT, TCHETHYECKHE HC-
clefoBaHus BooOIIe, B ToM uucie Ha [T/,
0osiee TpPeTH OMPOIICHHBIX MUMENH Ipe/ICTaB-
JIeHWe, HO HE 3HaJM MOAPOOHOCTEH, SAMHUIIBI
OBLIHM JOCTATOYHO HH(OPMUPOBAHHBI.

Hctounnkn wWHPOpMAIUK 1O KaKIOMY
BOIIPOCY HpHBENEHbI Ha puc. 2. B cpegnem
OTIPOIIIEHHBIE YKa3alli IO /[Ba MCTOYHHKA IO
KaxJloMy Borpocy. PaccmoTpuMm B 11e510M, Ka-
KHE MCTOYHHUKHU JAIOT WHPOPMAIIMIO TIO0 BCEM
yKa3aHHBIM BOIIPOCAM.

Kak cnemyer w3 maHHBIX, HanOoOJee 4acToO
OTIPOIIIEHHBIE TONyYalOT WH(OPMAIMIO OT
MeINepcoHaNa CIeNUaTn3uPOBAHHBIX  KIH-
Huk (58,1%), oT MemmepcoHansa pPOAIOMOB
(38,7%), u3 unrepuer-crareii (35,5%). Uuo-
IJ1a UICTOYHUKAMU HH()OPMAIUU MOTYT SIBJISITh-
cs Ipyrue poautenu wnu nauveHtsl ¢ [THU]]
(22,6 %), memuarpel W Bpadu AETCKHUX MOJH-
knuHUK (16,1 %), Gpopymbl U rpynmnsl B COLU-
aibpHBIX ceTsax (16,1 %).

HecmoTpst Ha TO, YTO PECHOHICHTHI Kak
MUHUMYM B TPETH CIy4aeB MOTY4YHIId HHPOP-
MAIIIO OT COTPYIHUKOB METUIIUHCKUX yUPEK-
JIeHUH, ToJIbKO 3,2 % PEeCroHIEHTOB CYUTAIOT,
YTO TEAMATPBl XOpOIIO Pa3OMparoTcs B BO-
npocax ITH/I, narT nosje3Hble peKoMeHaauu
Y BBINKMCHIBAIOT HYKHBIE Tpemnapatsl. boree
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4yeM nosioBuHbI HHGopMaHTOB (54,8 %) oreHu-
JIM CTETIEHb OCBEJIOMIIEHHOCTHU MEANATPOB KaK
HU3KYI0 — OHH 3HAIOT 0 cymiecTBoBanuu 1T1]],
HO HE NOHUMAIOT, YTO B TAKOM ClIy4ae Jearhb.
Eme 12,9% cunrtaroT, 9T0 MX MEANATPHI BO-
o0I1Ie He 3HAIOT O CYIIECTBOBAaHUH TAKOTO 3a-
OoJyieBaHMSI WM MBITAIOTCS OTPUIATH CyIe-

ctBoBanue. Takum oOpazom, moutu 2/3 cemeit
¢ OombHbiM [IM]] crankuBaroTCsi C HU3KOH
WIM HYJIEBOM CTENEHbID OCBEIOMIIECHHOCTH
MeINaTpoOB O TEPBUYHBIX WMMYyHOIE(HUIIH-
Tax M, CJEA0BATEIbHO, BBIHYKIECHBI PEILIAThH
CBOHM MPOOJEMBI CaMU WM C TIOMOIIBIO JIPY-
TUX OpraHu3alui.

100% E----- - 0,25
9 2

e 021 g0

80% 0,2
70%

60% 0,15
50%

40% 0,1
30%

20% 0,05

10%

0%

I [l0CTaToO4HO UHGOPMUPOBaAH (1)

Wmen xopoluee npeacrasieHne,HO XoTenock 6bl y3HaTb 6oabwe(0,75)

Mmen npeactaBneHune, YTo 3TO Takoe, HO He 3Han nogpobHocteit. (0,5)

MouTn He MHGOPMUPOBaAH, CNbILIAN paHee, HO He MOHUMan, YTo 370 Takoe (0,25)

I CoBepLUEHHO He nHbopmupoBaH. Bnepsble cabiwann. (0)

=@=|IHaekc (0..1)

Puc. 1. Yposenv unghopmuposannocmu na momenm guvisignenus BOU (no socnomunanusm pecnonoenmos)

MepnepcoHan pogaoma
MNHTEPHET-UCTOYHUKM (CTaTbK)

[Apyrue pogutenn uan naumeHTbl ¢ BOU

MepguunHckme CTpaxoBble KOMNaHuUn

I 53,1%
I 38,7%
35,5%

22,6%
B 16,1%
s 16,1%
W 65%
W 3.2%
B 32%

Puc. 2. Ocnosnvie ucmounuku ungopmayuu no 6cem 60RPOCAM (CyMMUPOBARHAsL OUASPAMMA)
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BpoaeHHbIN *MeganepcoHan cneumnansupoBaHHbIX KAMHWK - 53,3%
UMMYHOAEPULMT (MHAEKC *MegnepcoHan poasoma - 26,7%
VIHd)OpMM POBAHHOCTM 0,16) *CTaTbM B MHTepHeTe- 23,3%

*MeanepcoHan cneumanm3npoBaHHbIX KNMHUK - 46,4%
MATOYHbIN TECT (VI HAOEKC eMeganepcoHan pogaoma -32,1%

MHd)OpMMpOBaHHOCTM 0,20) elleaunatpbl U gpyrue Bpadun AETCKUX MONMUKANHUK - 17,9%
oCTaTbM B MHTepHeTe - 17,9%

eMepnepcoHan cneunanm3npoBaHHbIX KNUHUK - 47,8%
eMepnepcoHan poagoma - 34,8%

*CTaTbM B MHTepHeTe - 30,4%

¢ ipyrue poautenn unu naumeHtsl c BOU - 17,4%

l[eHeTUYeckue nccnefoBaHMA eMeanepcoHan cneumanm3npoBaHHbIX KNMHUK - 48,1%
6 ®IHTEPHET-UCTOYHMKM (cTaTbK) - 29,6%
ESESE (MHp‘eKC eMepnepcoHan poaaoma - 22,2%
MHd)OpMM pPOBaHHOCTH 0121) o [Ipyrue poauTeny unu naumentsl c BOU - 18,5%

*MeanepcoHan cneumanm3npoBaHHbIX KAMHUK - 50%
[eHeTHYeCcKue nccnegoBaHms Anep u p

Ha ﬂMﬂ, (VIH eKe eCTaTbM B MHTepHeTe - 30,8%
A eMeanepcoHan pogaoma - 19,2%

MHd)OpMM POBaHHOCTH 0:22) o Ipyrne poautenu unv naumeHtsl c BOM -19,2%

* MeanepcoHan cneLmann3vpoBaHHbIX KNMHUK - 43,5%

nOJ'IHOI'eHOMHOG *CraTbM B UHTEpHeTe - 30,4%

CekBeHMpoBaHue (MHAEKC *Megnepconan poaaoma - 26,1%
nHpopmmposaHHocTH 0,07)

* ipyrue poauTenu uav naumeHTsl c BOU -21,7%
* dopymbl, rpynnbl B COLMANbHbIX ceTax - 17,4 %

e MepanepcoHan poaaoma - 33,3%
onHoak3omHoe *MeanepcoHan cneLmannsnpoBaHHbIX KAMHKK - 33,3%
CeKBeHUpoBaHue (MHAEKC *CaTbyt B HTepHeTe- 33,3%

* GopyMbl, rpynMbl B COLMabHbIX ceTax - 19,0%
MHd)OpMMpOBaHHOCTVI 0’04)  [pyrue poautenn uam naumentsl ¢ BOM - 19,0%

*MepanepcoHan cneumannm3npoBaHHbIX KAMHKK - 36,4%
eMepnepcoHan poaggoma - 31,8%

*CTaTbM B MHTEpHeTe - 31,8%
edopymbl, rpynnbl B COLManbHbIX ceTax - 18,2%

3amecTuTesibHaA Te panuna *MeanepcoHan cneumanm3npoBaHHbIX KAMHUK - 48,%
(VI HOEKC *MepanepcoHan pogaoma - 29,6%

MHd)OpMM POBaHHOCTM 0,13) *CraTbk B MHTEpPHETE - 29,6%

eMepnepcoHan poaggoma - 33,3%
[eHHaa Tepanua (VI HOEKC *MegnepcoHan cneLnan3npoBaHHbIX KAMHKK - 33,3%

n Hd)o PMWPOBAHHOCTH 0,09) *CraTtbu B UHTEpHeT - 28,6%
edopymbl, rpynnbl B cOLManbHbIX ceTax - 19,0%

* MeanepcoHan cneLmanm3vpoBaHHbIX KNMHUK - 43,5%

TFKC (VI H,D,eKC *MeganepcoHan poasoma - 30,4%
*CTaTbM B UHTEPHETE - 26,1%
" Hd)OpMMpOBa HHOCTHU 0106) * DopyMmbl, rpynnbl B COLManbHbIX ceTax - 17,4%

* ipyrue poauTeny uav naumeHTsl c BOU -17,4%

eMegnepcoHan pogaoma - 33,3%
TapreTHada Tepanus (VIHp,eKC *MeanepcoHan cneLunannsnpoBaHHbIX KAMHKUK - 33,3%

MHd)OpMMpOBaHHOCTM 0,08) eCratbu B MHTepHeT - 33,3%
eDopyMbl, rpynnbl B COLMaNbHbIx cetax - 19,0%

Puc. 3. Ocnosnvie ucmounuxu unpopmayuu (6 % om yucia omeemusuIux)
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3akjoueHue

[lepBuuHble ~ MMMYHOOC(QHUUUTHI,  WIN
[N, npeactapnsioT coboil OONBIIYI0 U TIO-
CTOSIHHO YBEJIMUYHUBAIOLIYIOCS TPYIILY, BKIIIO-
garonryro 6onee 450 pa3nuuHbIX 3a00JICBaHUA,
BBI3BAHHBIX Je(heKTaMH HEKOTOPBIX KOMIIO-
HEHTOB UMMYHHOW CHCTEeMBbI (IJIaBHBIM 00pa-
30M KJIeToK u O0enkoB). Xots ITM ]I oTHOCSTCS
K peIKuM 3a00JI€BaHUsIM, OTACIbHBIC X BUABL
BCTPEYAIOTCS Yallle, YeM Jpyrue H3BECTHbIE
HaclleZICTBeHHBIe 3aloneBaHus. Bce BmecTe
OHHU TIPEACTABISAIOT TpyIy Ooje3Hel, KOTo-
pple IpHU OTCYTCTBMM JIEYEHMs] NPUHUMAIOT
XPOHUYECKHUH XapakTep, AJISATCS BCIO KU3Hb
1 XapaKTepU3YIOTCs TSHKEIbIM TeUCHHEM ¢ (a-
TaJIbHBIMU IOCJIEACTBUAMU. JKU3HB NALINEHTOB
¢ I[TN/] Bo MHOTOM 3aBUCHUT OT UX COCTOSIHUSI.
IIpn HecBOEBpEMEHHON WM HENPABWIBHON
muarnoctuke [IWJ[  xponm3amms 0Oone3Hu
1 MHBAJIMIU3ALMS MTALMEHTA JIOKATCS TKKUM
OpeMeHeM Ha pecypchl CUCTEMBI 3paBOOXpa-
HeHus. MHOpMHUPOBAaHHOCTD MALMEHTOB, KaK
¥ MHQOPMHUPOBAHHOCTh MEIUIIMHCKHUX padoT-
HUKOB OYEHb BaXKHA B peajM3allil paHHEH
JMAarHOCTHKH TEPBUYHBIX HIMMYHOJE(HIIUTOB.
Ha momenT onpoca 6onpimHcTBO (55,2 %) pe-
CIIOH/ICHTOB OXapaKTepH30BaJ0 310POBbE CBO-
HX YJICHOB CEMbH KaK «YIIOBJIETBOPUTEIHHOEY.
Eme 35 % — xak xopolree Wi axe OTIUTHOE.
Tonmbko 10,3% oxapakTepu3oBaio 370POBBE
uneHoB cembu ¢ [TM]] kak mioxoe. B pesyib-
Tare HCCIECNOBAaHUS HAMH YCTAaHOBJIEH CPOK
C MOMEHTa BBISBJICHHS 3a00J]€BaHUs 10 MO-
MEHTa onpoca (Kak pa3HHULA MEXy BO3PACTOM
oOHapysxenust BOU u tTexymmmM Bo3pacTom mna-
LMeHTa), oH coctaBui 4,12 roga. YcraHosie-
HO, YTO PECIIOHJIEHTHI, y JAeTel KOTOPBIX CPOK
0o0Jie3HM HEOOJIBIION, B MEHBIICH CTETIEHU WH-
(hopMHPOBaHBI O METOAAX JICUCHHUS], IOCKOJIBKY
elle He MPOXOAWIM 3T IPOLELYpbl, BMECTE

C TeM OHH 0OoJiee KOMIIETEHTHBI B OTBETAaX Ha
BOIPOCHI O MEPBBIX MBICISIX, YyBCTBAX, ACH-
CTBUSIX B CUTYyaIllH, KOTJIa 3a00JIeBaHUE TOJIBKO
ObI10 0OHapykeHo. UTo KacaeTcsl pecrioH/IeH-
TOB, YbM POJCTBEHHUKH WUMEIOT JTMTEIHHBIN
BPEMEHHOI OTPEe30K C MOMEHTa OOHapyKEeHUS
I[MUJI, To oHu OoJiee KOMIIETEHTHBI B CBOUX
OIIEHKaxX 0 CaMOMY IIMPOKOMY CHEKTpPY BO-
MIPOCOB, HO XyXK€ TIOMHST CBOHW TIEPBEIE OIIIY-
IIEHUS B MOMEHT OOHapy>KE€HHUsS TIEPBUYHOTO
AMMYHOIe(DUIUTA ¥ CBOETO peOeHKA MITH WiIe-
Ha uX ceMbH. [IpakTHyeckn Bce pecrioHICHThI
HE UMENM HUKAKUX 3HAHWH O MEePBHYHBIX HM-
MYHOAC(PULUTAX, TEXHOJIOTHIX JHUATHOCTHKH
W JedeHus. boiee TMOJOBHHBI PECIOHICHTOB
(54,8%) oTMe4arOT HU3KHHA YpOBEHb 3HAHUI
o [TN /] y Bpauei nepBUYHOIO 3BEHA.
Mamepuansl cmamsu no020mosiensl agno-
pamu npu nodoepocke epanma PODU No 18-
29-14059 «llpasosvie u smuueckue acnexmol
MEeXHONO2ULl 2eHOMHbIX UCCIe008AHULL  NPU
BPOHCOCHHBIX OULUOKAX UMMYHUMEMAy.
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