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CeronHs B 00IIIECTBE U HAYYHOI cpefie TpOsiB-
JISIETCSI MHTEPEC K COLMAIbHBIM aclieKTaM MeIUII-
Hbl. OMHAKO B HACTOSIIIEe BpeMs HEAOCTaTOUHO pa-
0OT POCCUICKUX U 3apyOeXKHBIX aBTOPOB, KOTOPbIE
aHAJIU3UPYIOT MPOOJIEeMbl COLIMAIM3alluY MalueH-
TOB C BPOXICHHBIMU 3a00JIEBAHUSIMU, B TOM UKC-
Jie ¢ nmepBUYHbIMU UMMYHoaeduuutamu (ITHUI).
MMeHHO 2TO OOCTOSITENIbCTBO ONpEeneisieT akTy-
aJIbHOCTh TaHHOTO ucciaeaoBaHusi. CTOUT OTMe-
TUTh, YTO JIOKYC HAy4YHOTO BHUMAaHUS BCe OOJbIIIE
cMelllaeTcs Ha U3ydeHue MpodsieM colainu3aluu
MalEeHTOB MJIAAIIEH BO3PACTHOM I'PYIIIIHI.

Ienbio HACTOSIIETO UCCIEIOBAHMS, PE3YJILTAThI
KOTOPOI'0 OTPaXXEHBI B CTaThe, SIBJISICTCS U3YyYEeHUE

cnelUKNA COLUAIN3ALM NALEHTOB C ITIepBUY-
HBIMM UMMYHOIEe(UIIMTaAMU, a TaKKe pa3padoTKu
pexoMeHaauuii. {g peanusanyuu uccienoBaTeib-
CKMX 3a/1a4 aBTOpaMU CTaTbU UCHOJIb30BaHbI METO-
Bl aHAJI3a TEOPETUIECKON TUTepaTyphl, a TaKKe
15 TIyOMHHBIX MHTEPBbIO, MPOBEAEHHBIX C YJIeHa-
MU ITallMEHTCKUX OpraHnu3anuii (poauTeassMu 00J1b-
HBIX IeTeli ¢ TIEPBUYHBIM UMMYHOIE(MUILINTOM).

I1o nannbpiM HalmoHanbHOM accolMaluy 3KC-
IIEPTOB B 00JIACTU MEPBUYHBIX UMMYHOIE(DUIIUTOB
B Poccuiickoit Meaepaiiy eXXerogHoO pOXKIacTCs
250 mereit ¢ ITM]J. YacTto mpu amarHoCTUKeE, Jie-
YEeHUU W peabMIMTALAM 3TOI I'PYIIHI ITalleHTOB
BO3HUKAIOT pa3INuHbIe TPOOJIEMBbI, BO MHOTOM 00Y-
CJIOBJICHHBIC IMMPOKUM CIEKTPOM KIMHUYECKMX
CUMIITOMOB, XapaKTePHBIX IUISI 3TOTO CJIOKHOTO
3aboneBaHusl. [Ipexae Bcero, 3To podaeMbl B O-
CTaHOBKE MMarHo3a, Ha 4YTO 4acTO YXOIWUT paro-
LIEHHOE BpeMsI JIJIsl TPUHSITUS PEILLIEHUS 10 BEIOOPY
BapMAaHTOB JICYCHUSI: MHOTAA MECSIIIbI MU TOIBI OT
MepBbIX MPU3HAKOB 3a00JIeBaHMs A0 TTOATBEPXKIIC-
HUS IMarHo3a, a BO MHOT'MX CJTy4dasix — 10 Ha3Haue-
HUS THBATUIHOCTU. C 3TOT0 MOMEHTA 111 O0JIbHO-
ro ¥ WIEHOB CEMbM HACTYyMHaeT CJIOKHOE BpeMsl IS
OCO3HaAHUSI, PUHITHUS 3a00JIeBaHUSI M HayYeHUS
SKUTh 110 HOBBIM MpaBujiaM. U 1o Mepe B3pocCiieHUsI
y IMallMEHTOB IOSIBJISIFOTCS MHOTOYMCIEHHBIE ITPO-
0J1eMBbI, CBSI3aHHBIC C COLIMATA3alINCH.
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Couyuanuszayus nayuenmos ¢ IIHJ

Coumanuzanusi MpeacTaBisieT coOoi Mmpolece
B3aMMOICIHCTBUSI, B pe3yIbTaTe KOTOPOTO IIPOMCX0-
AT OCBOCHUE UHAVMBUIOM COLIMAIbHBIX HOPM ITOBE-
JIEHUsI U COLIMOKYJIBTYPHBIX LIEHHOCTEH, TIPUHSTHE
KOTOPBIX ITO3BOJISIET €My YCITeITHO (PYHKIIMOHUPO-
BaThb B obOmiecTBe. Kak mpaBmiio, mpoliecc comua-
JIN3alU IPUHSTO IEJUTh Ha ABa 3Tara— IePUOIbI
MepBUYHON U BTOpUYHON coumanuzaiuu [1]. Ilep-
BUYHAsl COLIMAIU3allMsI HAYMHAETCS C POKICHUS
WHIWBUIA U IIPOTEKAeT IIePBYIO TPETh €ro KW3HU
110 OPMHUPOBAHUSI «3PEJION IMYHOCTU». BropruHas
coliaar3alis IPOUCXOAUT BO B3POC/ION KU3HMU.

[NepBuuHas colyanm3anus MPOUCXOIUT HEIO-
CpPeICTBEHHO B ceMbe. KaxeTcs:, 9To IIepBUYHYIO
COLIMAIM3ALIMIO IIPOXOMIST U 3M0POBBIN, M PeOEHOK
¢ nuarHo3om ITM] omuHakoBo. OgHaKo yxXe Ha
TepBOHAYAJIbHOM 3Talle IPOLECCHl COLMaIN3allun
Yy HHUX HOYT II0-pa3HoMy. PomwuTenu, mMeroiiue
pe6enka ¢ [11]l, moHnMas cepbe3HOCTh ITpodIIEM
B BOCIIUTAaHUU TaKOTO peOeHKa, 0CO3HAHO WJIM MO/~
CO3HATEJIbHO OrpaXkIaroT ero He TOJIbKO OT HeXeJla-
TeJIbHBIX KOHTAKTOB, MOIYAC OIMACHBIX IUISI XKMU3HMU,
HO U OT II03HABaTEJIbHOMN IesTeIbHOCTU. B TO ke
BpeMs pOAUTEIM, UMEIOIIIMEe peOeHKa ¢ AMarHO30M
ITN]I, yacTo He UMEIOT BO3MOXKHOCTU MOJHOLICH-
HO 3aHMMAaThCs COLMaIU3alneil peOoeHKa, TaK KaK
B OCHOBHOM BBIHYKIEHBI 3aHMMATbCS JICUCHUEM,
pelath mepBooYepenaHble 3aJauyM, HEOOXOAUMBbIE
IIUIST €TO BBDKMBAHMSI, a TaKKe co3maHreM Oe3oIrac-
HBIX YCIOBUIA 115 3KU3HenesITeabHoCcTH. Harpumep,
MHOTHE POIUTENIM BEIHYKICHBI pelliaTh TaK1e 3a1a-
Yy, KakK IOJIydeHUe NUarHo3a Wi UHBaJIWIHOCTHU,
YTO MO3BOJINT UM BITOCJICACTBUU TTOIyYaTh aJeKBaT-
HoOe JIeYeHIE, «<BbIOMBATh» HEOOXOIUMEIE JICKAPCTBa,
COITPOBOXIATHh peOCHKAa B OOJBHMIIC, B OTIEICHUMN
MMMYHOJIOTMHU 1 PeadMIUTAllMOHHOM LIEHTpPE.

ITo Mepe B3pocCieHusT TaKasl TpyIia AeTeil OLILy-
IIaeT BIWUSIHUE COLUaIbHOI m3ostun. CooTBeT-
CTBEHHO y HMX HE YCBaMBAIOTCSI COIIMAIbHBIC POJIN
U He (DOPMUPYIOTCS HABBIKM OOIICHUSI BO BCEM
MHOT000pa3ny COLMAIBLHOTO MUpPa, WJIKA 3TOT IPO-
ecc MPOMCXOOUT YaCTUIHO U ¢ oIto3naHueM. Bme-
CTO TTO3UTUBHOTO OITBITA AETCTBA (hopMUpyeTCst 60-
raTblii, HO eYaJbHbIN ONBIT, IETEPMUHUPOBAHHBIN
TedeHueM 00Jie3HU U OOpLObI ¢ Hell. Takum obpa-
30M, HE IIPOMCXOOUT BCECTOPOHHEE COLIMAJIBHOE
pa3BUTHE JUYHOCTU, TAaK KaK MMEHHO COIIMaJIbHAS
cpena SIBJISIETCS ASTEPMUHUPYIOIINM (aKTOPOM.
Ha nporeccrol cornanuzanmny pebeHKa BO3IeHCTBY -
0T (PaKTOPBI — HOCUTEJIM TOM MJIM MHOI KYJIBTYPHI
¥ OOILIHOCTH, a TaKzKe (DaKTOPHI MeTa-, Me30- U MU~
KpoypoBHeli. B HacTosieM ucciienoBaHunu 0co0o0
3HAYMM aHaIU3 (haKTOPOB MUKPOYPOBHSI: 3TOT ypO-
BEHb MPEICTaBIeH TAKUMU (aKTOpaMU KaK WICHBI
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CeMBbH, POJICTBEHHUKHN, CBEPCTHUKU, YIUTEISI, IET-
CKUI1 caj, IIKoJia, pa3IMYHbIe TOCYIapCTBEHHBIC
1 OOIIIECTBEHHbIE OPraHU3alINN.

3Hag crneunduky 3a0ojieBaHUI TMALIMEHTOB
¢ I[N/, sicHO, 4TO UX B3aUMOAEUCTBUE C YKa3aHHbI-
MU (paKTOpaMH, 3a UCKITIOUCHUEM C WICHAMU CEMBH,
UMeeT JIMIIb AMM30IecKuii XapakTep. Hampumep,
y neteit ¢ [T MoryT ObITh TOJIBKO 3ITU30IMYECKUE
KOHTaKTbl C IIPEACTABUTEIISIMU 00pa30BaTeJIbHBIX
OpraHM3aIuii, BCISACTBHAE JOMAIIHETO BOCIIUTAHUS
1 00pa3oBaHusl, B IPOILIECCE KOTOPOI'O KOHTAKTHI I1a-
LIMEHTOB C BHEIITHUM MUPOM CBEIECHBI 10 MUHUMY-
Ma. HecMoTpst Ha BocuTaTe IbHO-00pa30BaTeIbHYIO
cuctemy PO, roe mpemiararorcs pa3andHbie (popMBbL
BOCIIUTAHUSI, 0Opa30BaHUSI U COLIMAIM3alluU AeTei
C OrpaHMYEHHBIMHM BO3MOKHOCTSIMU 3I0POBbSI, HU
KOPPEKIMOHHBIC JETCKUE CaIbl, HU IIKOJIBI pealb-
HO He 00ecIieurBaroT padoTy ¢ MalueHTaM1-1eThMU
¢ ITA. daHHas rpymma MaluydeHTOB OKa3bIBaeTCs
BHE COLIMAJIbHBIX YCJIOBUIA BOCIIUTAHUSI U OOyde-
Hus. 11 neteii ¢ mepBUYHBIMA IMMYHOIe(UIIATA-
MU TIpeaycMaTpuBaeTcsl M Takas (popmMa oOydeHHs],
Kak HajgoMmHas. OnHAKO UIMEHHO B TaKOM CUTyalluu
HauboJiee OCTPO MPOSBIISICTCS ITpodJIeMa B pa3phIBE
B3aMMOOTHOIIICHUI AeTell ¢ OOIIEeCTBOM, N30SI
OT Jpy3eii, OMHOKJIACCHUKOB U yuutesei [2]. Dtu
00CTOSITENIbCTBA JIeJIal0T HEBO3MOXKHOM ITOJTHOLIEH-
HYIO couManu3aumio aereit ¢ auarnozom 1T/,

Taxkum obpaszom, rpymina nauueHToB ¢ [TU]] sB-
JISIETCSI CJIOKHOM B CPAaBHEHUM C TPyIIIaMU APYTUX
JIeTeil, Takxke MMEIOIIUX OrpaHUYEeHHbBIE BO3MOX-
HOCTU 300poBbs. Coluanm3anys TaKux IalueH-
TOB IIPEACTABIISICT COOOI CIOXKHBIN IIPOLIECC B CUITY
crieunpUKM 3a00eBaHMs, TaK KaK MpopuiakTUKa
pelnInBOB 3a00JIeBaHMS MPEAIIojiaracT, Kak Ipa-
BUJIO, NX U3O0JISILIMIO OT BHeIIHero Mupa. C IepBhIX
JIET XKM3HHU, OCOOEHHO ¢ 6—7-JETHEro BO3pacTa,
9TU NAlMEeHTHl UCTIBITHIBAIOT IMTOTPEOHOCTH BO B3a-
UMOIEHCTBUHN C Pa3INYHBIMU areHTaMM COLIMaI-
3allMM, KOTOpas Jallle BCEro HE yIOBIETBOPSICTCS.
JJ1s1 3TOM rpyMIThl MALIMEHTOB CJIOKHO PeaIn30BbI-
BaTh 2JIEMEHTHlI MHKJIIO3UBHOTO 00pa3oBaHus (Co-
BMECTHOTO OOYYEHUSI C OOBIYHBIMU IETbMU U IIO-
CYTOBO-pPa3BJICKATEIbHOI NESTeIbHOCTU) B CHUIIY
PMCKOB, BO3HUKAIOIIUX JJI UX 310pOBbsi. OQHaKoO,
pellleHre 3TOro BOIIPOoca BO3MOXHO MOCPEICTBOM
BHEIPECHUSI HOBBIX (OPM COLMAIBLHOM pPabOTHI:
HaIlpyuMep, OUCTAaHIMOHHBIE (OPMBI OOyUEeHMHS,
Cco37aHre€ MYHUIMMOAIbHBIX CIIeLMaJIu3upOBaH-
HBIX IETCKUX CaIOB VIV TPYIII U 00pa3oBaTeIbHBIX
YUpexXIeHUI 3aKpBITOrO BUIA.

HccnenoBanue BBIMOMHEHO IPpU (PUHAHCOBOM
nomnepxkxke PODU B paMKax HaydHOTO IIPOEKTa
Ne 18-29-14059
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Expanding scientific and clinical knowledge of primary immunodeficiencies allows diagnosing pa-
tients with primary immunodeficiencies at earlier ages. Thanks to this, patients get the opportunity to live
a full and long life. This circumstance actualizes the need to solve problems arising in the socialization of
children and adolescents with PID. Is necessary to create conditions for such children to receive educa-
tion, to master the skills of social communication, while minimizing the risks of psychological trauma as-
sociated with the side effects of the disease. Solving the problems of socialization of children and children
with PIDs who have limited health capabilities becomes relevant.
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