Bronnemenv Hauuonanvnozo Hay4Ho-uccie006amenbcKozo —5— Bulletin of Semashko National
uncmumyma obugecmeennozo 300posvs umenu H. A. Cemauxo. Research Institute of Public Health.
2024. Ne 2. 2024. No. 2.

OO61mecTBeHHOE 3[OpPOBbE U OPTaHU3 ALV
3IPaBOOXPaHEHM

O630pHas cTaThs

VIK 616.4+616—008.64+ 614.258.1
doi:10.69541/NRIPH.2024.02.001

CucremaTidecknii 0630p nepBIMYHBIX MIMMYHOeUIITOB
Ana Apmyposna Ilaxomosa', Hadexcoa Banepvesna Cassuna’

" *Mepuuunckuit nactutyT ®TAOY BO «CeBepo-BoctouHnoro denepanbHOrO yHUBEPCUTETA UMEHN
M. K. AMMocoBay, I. IkyTck, Poccuiickas Qegepanns;
'TocymapcTBeHHOE aBTOHOMHOE yupexaenue Pecriy6mmku Caxa (SIkytus) «Pecry6nukancKas KImHuYecKast
6onbHua Ne 3», T. SIkyTck, Poccuiickas @enepars

'yanapakhomova@mail.ru, https:/orcid.org/0000-0001-7856-965X
’nadvsavvina@mail.ru, https:/orcid.org/ 0000-0003-2441-6193

Annotanus. Ilepenunble ummyHopeduuyts (ITV]T) ABIAIOTCA reTepOreHHOI IPYIIIOit 3a060/IeBaHNMIT, MaHI(ECTUPYIOLVX IO MacKOI pas-
TMYHBIX KIMHUYIECKUX MposBneHmit. Pacnpoctpanennocts ITIM]] Bbile B Tpymine manyeHToB 0 18 €T, yeM BO B3pocnoM BospacTe. llenbio
CTaTbU ABJIANICA HOMCK MyOnuKauuit 06 smuaemuonorvy ITM]I, ocBeOMIEHHOCTY MEAMIMHCKOTO Iepconana o ITV]I 1 MMMYHHBIX peaKIju-
X, a TaKKe BIMAHMY 3a00/eBaHNsA Ha KaueCTBO JKM3HM IALMEHTOB M MX ceMeil. IToMCK IUTepaTyphl OCYIIECTBILSICA 1O 6a3aM HaHHBIX
Scopus, Web of Science, MedLine, PubMed, CyberLeninka, E-library. CoBpemeHHbIe TeHAeHIMN BefjeHs maleHToB ¢ IIV]] opreHTHpoBaHbI
Ha IpUMeHeHNe MyTbTUAMCIUIIIMHAPHOTO Toaxoza. B Buny pacmpoctpanennoctu [IM]] B meguaTpudeckoii NpakTUKe, CHIDKAETCS KaueCTBO
n3HM ManueHToB ¢ IIV]T i ux cemeii, MpOABIIAIOLINECS B OTPaHIYeHNI (PU3NIECKOIT aKTUBHOCTY 1 BO3MOXXHOCTHU CBOOOHOTO IlepeMelile-
HMA, Ty TEIeCTBIIA, COLMANbHBIX TPYAHOCTEN 1 IICUXOIOTMYECKUX Tpo6y1eM. ITaIieHThI IKOIBHOTO BO3PACTa UCHIBITHIBAIOT TPYAHOCTH B 06-
y4enun. CegoBaTe/IbHO, TPeOYeTCsT KOMIUIEKCHDII IIOAXON K AMArHOCTHKe, Te4eHUI0 U JOITOCPOYHOMY IVIAHMPOBAHMUIO BefleHsI MAL[IEHTOB
¢ [TV, BKIIOYas o6sA3aTeNIbHOE IPUCYTCTBUE KIVHUYECKMX UIMMYHOJIOTOB B CUCTEMe 3[JpaBOOXPAaHEHN.
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Annotation. Primary immunodeficiency (PID) conditions are a heterogeneous group of diseases manifesting under the guise of various
clinical manifestations. The prevalence of PID is higher in the group of patients under 18 years of age, but it is also found in adulthood.
The purpose of the publication was to search for publications on the epidemiology of PID, awareness of medical personnel about PID and
immune reactions, as well as the impact of the disease on the quality of life of patients and their families. Literature search was carried out
on the databases Scopus, Web of Science, MedLine, PubMed, CyberLeninka, E-library. Current trends in the management of patients with
PID are focused on the application of a multidisciplinary approach. Due to the high prevalence of PID in pediatric practice, the quality of
life of patients with PID and their families decreases, manifested in the restriction of physical activity and the possibility of free move-
ment, travel, social difficulties and psychological problems. School-age patients have learning difficulties. Therefore, a comprehensive ap-
proach to the diagnosis, treatment and long-term planning of the management of patients with PID is required, including the mandatory
presence of clinical immunologists in the healthcare system.

Keywords: review, epidemiology of primary immunodeficiencies, diagnosis of primary immunodeficiencies, prevention of primary immunodeficiencies, doc-
tors' awareness of primary immunodeficiencies, quality of life of patients with primary immunodeficiencies.
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BBenenne

[Tepsuunbie uMmmyHopepunutel (ITM]]) nmpencras-
JIAIOT CO6O0JI TeTepOreHHYI0 IPYIITY, BKIIOYAIOMIYI0 60-
nee 400 Hac/leCTBEHHDBIX U IeTepOreHHbIX HapYIIeHMil
MMMYHUTETa, KOTOpbIe IIpefolpeeNeHbl IpU PoXKe-
HIM, HO MOTYT pa3BUBATbCA U C BO3PACTOM, IIPUBOJA K
Pas3/IMYHBIM KIMHIYECKUM U TaOOPAaTOPHBIM IIPOSBIIE-
HuAM. [Too6HO ApeBHEPUMCKOMY O0XKeCTBY, IepBUY-
Hble IMMYHOJe(PUIIUTHBIE COCTOSHNUA NMEIOT «SIHycHOe
JINI[0», TO €CTh MHOTOJIMKYE KIMHIYeCKe IPOABIeHNs
[1, 2]. OTO 3HAUUTENBPHO 3aTPyHHAET AUATHOCTUKY I
IIOCTAaHOBKY JMaTrHO33, a 3HAUNT U NpoBefeHme apdex-
TUBHOII Tepany. HeyauBuTe/n1bHO 4TO MMIIb B IOTIOBU-
He CIIy4aeB JMAarHO3 «IIePBUYHBIA VMMYHOZEMUIINT»
BBICTaBJIsIeTCA B BO3pacTe o 18 net. BaxkHO oTMeTUTD
TOT aKT, YTO SMUAEMMOIOTUA ePBUYHBIX UMMYHOE-
GUINTOB MMeeT He TOJIbKO KpaeBble, HO U PEerMOHaIb-
Hble 0COOEHHOCTI. B CBA3M ¢ 3TUMM aKTya/lbHBIM SBIIA-
eTCs CO3JjaHMe CUCTeMATIYeCKNX 0030pOB, KacaolINX-
Cs TEMBI CPAaBHEHMsI METONOB AMATHOCTUKY U JIe4eHN
IEePBUYHBIX VIMMYHOAEe(UITOB B Pa3HBIX peruoHax
Poccuiickoit Demepanyn, a TakKe 3apyOexHBIX CUCTEM
3 paBOOXpaHeHNs. IJTO IIOBBICUT OCBEJOM/IEHHOCTD
Bpadeil O MePBUYHBIX MMMYHOMePUIINTAX Y TIOMOXET
YIY4LUINTh KOOPAMHAIMIO IIPY HAIpaB/IeHNUM IaIlyieH-
TOB Ha Jla/IbHelINe 3BeHbs OKa3aHNUA CIelMaNTn3Npo-
BaHHOW MeAUIIMHCKOM ITOMOIIIN.

Marepuan 1 MeTObI

Beitn mpoaHanusupoBaHbl paboThI 3apyOeXXHBIX U
OTEYeCTBEHHBIX CIIEL[Ma/IICTOB, OIyOIMKOBaHHBIE 3a
nocenuye 10 eT, Kacawomyecs mpobieM JUarHoCTUKA
VI YIy4IIeHNs] KadecTBa >KM3HM MAI[VIeHTOB [ePBUYHbI-
M1 umMmyHopmeduiuramu. Ocoboe BHUMaHME YHeI-
JI0Ch 0COOEHHOCTSIM 3MUEMIONIOTUN TIEPBUYHBIX VM-
MYHOAe(DUINTOB B PasIMYHBIX CTPAHAX M PErVOHAX.
[Tonck Hay4yHBIX paboT mposopwicsa B Scopus, Web of
Science, MedLine, PubMed, CyberLeninka, E-library.

PesynbraThl

Mex/[yHapOfHbII COI03 MMMYHOIOIMYECKUX 06-
IeCTB KIacCUPUUMPYeT UX B COOTBETCTBUU C OCHOB-
HBIMJ NTOPa)KEHHBIM) VIMMYHHBIMY KOMIITAPTMEHTaMI
u QyHKIMAMM Ha 10 pasIMYHBIX K/IACCOB, KOTOPBIE
BKJIIOYAIOT KOMOMHVMPOBAaHHBIE IMMYHOIePUINTHI (fe-
¢exTpl T- u B-K/IeTOK) ¢ CMHApPOMAIbHOI MATOIOTYEN
wu 6e3 HUX, TyMopaibHble MMMYyHOAepuiuTs! (gedek-
Tl B-KJIeTOK), MIMMYHHYIO DMCperynAauuio (HapylleH-
Has peryjsinys M / WIM aHOMajIbHasA aKTMBALUA VM-
MYHHBIX IOATPYHI), fedeKTbl ¢aronuTosa, gedexrTs
BPOX/IEHHOTO VIMMYHUTETA, ayTOBOCIIA/INTETbHbIE 3a-
6oneBaHMsA, NePEKTHI CHUCTEMBI KOMIUIEMEHTA, KOCTHO-
MO3TOBYIO HEJIOCTaTOYHOCTD, penoxommu ITM]T [3—5].

SnuzeMIoIornYecKye MokasaTenu pacIpocTpaHeH-
HocTu IIVI]] B pasnu4HbBIX BO3PAaCTHBIX IPyIIaX CBUE-
TENbCTBYIOT, YTO Y 6071ee 60% BceX MAIMEeHTOB [UAarHo3
BIIepBbIE YCTAHABINBAETCA B Bo3pacTe mo 18 et [6].
Cpenuuit Bospact BoigBnenus 11V]] y B3pocibix manmu-

€HTOB cocTaBgeT 39,616 ner (Menuana 35,6 net) [7].
Pacnipocrpanennocts IIVI]l Bo BceM Mmpe, COITacHO
perucTpaM B pasHBIX CTpaHaX, cocrasnder 1:8500—
1:100000 [8]. Pactpoctpanennocts IIM]] B negmatpn-
YeCKOJ IPAaKTUKe XapaKTepu3yeTcsl BBICOKOI 3ab0meBa-
€MOCTBIO 1, TI0 3apYOeKHBIM OIleHKaM, COCTaB/sAeT 1 Ha
1000—2000 HOBOpOXIeHHBIX feTelt [9], a B Poccum —
ot 8+1,1 Ha 100 TbIc. HOBOpOX/IeHHbIX [7]. ITo maHHBIM
OTEeYeCTBEHHBIX aBTOPOB, pacipocTpaHeHHOCTb [IM]I B
Poccun MeHblIe eBpONeNiCKUX JaHHBIX U COCTABIIAET, B
cpenHeM, 1,5 Ha 100 ThIc. Hacenenws [10].

IHockonbky IIM]I 3aTparmBaeT pasnM4YHble KOMIIO-
HEeHTbI MMMYHHOII CUCTEMBI, KIMHIYeCKIUe IPOsABICHNS
3TOTrO 3a060/IeBaHNUA CUIBHO BapbUPYIOT: TsKe/Ible MIN
qacTble MHpeKIVM, MH}eKI Y, 00yCIOB/IeHHbIE YCIOB-
HO-IIATOT€HHOI (JIOpOIi, MONMMOPTaHHbIE MM Ay TOVM-
MYHHBIe 3a00/IeBaHMs C paHHVMM HavyajoM, ¥ HajM4ue
KIVHNYeCKVX NPU3HAKOB MMMYHOIeQUIINTA Y Hall/ieH-
TOB C CUH[I[POMHBIMM OCOOEHHOCTAMN WM 37I0Kade-
CTBEHHBIMU HOBOOOpasoBauusamu [11, 4].

CoBpeMeHHbIe IPEACTABICHNA O IEPBUYHBIX UMMY-
Hogeduuurax (IIM]]) 6onblie He ONMpenensIOTCA TOMb-
KO CKJIOHHOCTBIO K MH(EeKIUAM. Y TaKuX MaIVeHTOB
BCe 4Yallle BbIAB/IAITCA MIPU3HAKU «MIMMYHHOI IUCPeTy-
JIAAUW», 9TO NPOSB/AETCA ayTOMMMYHHBIMM U BOCIIa-
JUTENIBHBIMU peakuusaMy, muMeonponvdepaTuBHbIMM
VLU 37I0KaueCTBEHHbIMM 3a0oneBaHusAMU. OIHAKO BbI-
ABnenne ocHoBHoro IIM]I B reTeporeHHoN rpyIe ma-
LVE€HTOB C Pa3IMYHBIMM ayTOMMMYHHBIMY HapYIIEeHN -
MM MOXKET OBITb CJIOKHOM 3amadeii. BoMbIIMHCTBO Iie-
[MATPOB WM CIIENMANNCTOB, HAOTIOFAIOMINX Hall/ieH-
TOB C ayTOMMMYHHBIMU HapyIeHMAMY, MOTYT He y4uu-
TBIBAaTb COCTOSIHME VMMYHUTETA IIPY HEPBUYHOM 00-
crnegoBanuu. IloaToMy Hepefiku ciydyan, KOTa AyarHo-
cruka [IM]] y 0c060 ys13BUMBIX MAI[IEHTOB OTK/IA/IbIBa-
ercsa [12].

ITo maHHBIM OTeYeCTBEHHBIX aBTOPOB, Hanbosee ya-
cro manugecranus [IV]] npossisercs mo MHPEKINMOH-
HoMy Tuiry (6e3 Apyrux npossieHnit) — 43%, 1o mm-
¢donpommpepatuBHOMYy — B 26%, IO IHTEpOIATHUE-
ckoMy — 16%; pe>ke — 110 ayTOMMMYHHOMY U HeOIl/Ia-
CTUYECKOMY BapuaHTy — B 6% u 1% cry4aeB COOTBET-
cTBeHHO. [Ipu 6ortee yTeIBHOM CTaXKe UMMYHOpedu-
IIVITHOTO COCTOSIHUA B 8% Ciy4yaeB HaO/MoOgaeTCs KOJIa-
6oparyusa KIMHNYECKNX (EHOTUIIOB, YTO IIpefoIpese-
JISIeT TTaHe/Ib AMAaTHOCTUYECKOTO 00C/IeTOBaHMsA I, B KO-
HEYHOM UTOTe, IPOrHOo3 3aboneBanus [7, 13].

B Bupy 3aTpymHEHHOI NMArHOCTUKY, 3aflepKKa I10-
CTAaHOBKM JJVarHosa, B CpeJHEM COCTaB/AET OT 6 o 9
net [14]. Ilo gaHHBIM OTeYeCTBEHHBIX aBTOPOB, HaM-
6onplras 3ajiep)kka HabIIOfanach cpeny IMAlVEeHTOB
B3pocoro Bospacta ot 11 o 21 ropa u 6oree, B 3aB1-
CHMOCTH OT K/IMHUYeCKoro ¢eHornmna. B megmarpuye-
CKOJI TpaKTMKe CPOKM BepuUKaLMU JUarHo3a Kopoye:
oT 4 MecA1eB [10 3,5 7eT, TaK)Ke B 3aBUCUMOCTU OT KJII-
Huveckoro dpenorumna [7].

JMUTeNbHBIN JUAarHOCTUYECKUI MTOMCK IPUBOJUT K
yBeMYEeHNIO TIoKa3aTernell cMepTHOCTU. B PO exxerop-



Obusecmaentoe 300posve U OP2AHU3AUUS
30pa600XpaHeHUs

HO B cpefiHeM ymupaeT 18,5+4,6 maunenros c [IV]1, 4to
S9KBMBAJIECHTHO €XeTOgHON neTtanbHOCTU 1% + 0,4%.
KymynatusHas neranpHocTb IIV]] B pernctpe cocras-
nsaet 8%. Ha meTeii mepBbIX TpeX JIeT XU3HU NPUXOANT-
cs1 50% Bcex MeTanbHBIX MCXOMOB, IPENMYIeCTBEHHO
3a cueT fieTell mepBoro roga xusHu (30% Bcex caydaes).
Y 71% ymepiminx feTeil mepBOro roja >KM3HM SUarHoO-
CTUPOBAH TsDKEJIbIIl KOMOMHIPOBAaHHBI UIMMYHOAedU-
LIUT. BbICOKas CMEpTHOCTD fieTell epPBOro Tofa XMU3HU
¢ [IN]1 aBnsieTcss OCHOBaHMEM ITOBCEMECTHOTO BHeEZpe-
Hus B Poccun HeoHatampHOTO CKpyHMHTA [15].

Hannune cemeitHoro aHaMHe3a, HECIOCOOHOCTb K
BBI3JIOPOB/ICHMIO, NTUMQOIEHNs, TUIOraMMarao0ym-
HeMUS VI HeOOXOAMMOCTD IJINTE/IbHOTO BHYTPUBEH-
HOTO BBeJeHNS aHTUOMOTMKOB JJO/DKHBI HACTOPOXXUTD
Bpaya o AmarHosde nMMmyHopeduuuta [16]. Jluma eBpo-
MEOUTHON pachl CTPAfAIOT CeNIEKTUBHBIM JIeDUIIMTOM
IgA c gacroroit 1: 500 [17—19].

Cpenu Bcex ITM]I nmpeobnanarorinit feunT aHTH-
Tel SIB/sgeTCs Hambomee pacmpoOCTPaHEHHBIM TUIIOM
(HanpuMep, araMMaraoOynIVHeMMus, PacIpOCTpaHEH-
HOoe 3aboreBaHMe C BapyaOeNbHBIM VMMYHOReUIIN-
toM) [11], ocobeHHO cpenu mareHTOB cTapiue 18 et
[20]. B P® ponsa rymopanpHbIX fedekToB B 2—3 pasa
HIDKe, YeM B €BPOIENCKUX CTPAHAX, UTO CBA3aHO C I'U-
MIOAVIAaTHOCTUKOI NMallMeHTOB, B IIEPBYIO OYepenb y Ma-
L[MEHTOB B3POCIOTo Bo3pacTa [7].

IlosaBneHne coBpeMeHHBIX METOJOB JIeYeHMS U Ha-
KOIUTeHMe 3HaHuii B o6macty [TV]] nmpuBenu K yBenmnde-
HUIO IPOJO/DKUTENbHOCTY KMU3HY MalueHToB. ITpopsl-
BoM B Tepamuu IIM]I, yBennIuBINUM IIPOJO/KUTEND-
HOCTb ¥ KaueCTBO )XVM3HM OOIbHBIX, CTAIO IMPOKOE UC-
II0/Ib30BaHNe VIMMYHOITIOOY/INHOB /I BHYTPUBEHHO-
ro BBefieHuA B 90-X rogax, o3TomMy B HacTosAllee Bpe-
M cHOpMUPOBANOCh TOMBKO MepBOe IOKOEeHIe
B3pocnbix 60mbHbIX [TM]], CTOCOOHBIX K IeTOPOXKTe-
HUIO C BEpPOATHOCTDbIO TeHeTUYeCKOTO HacleJOBaHMA OT
2% 1038,8%, B 3aBUCMMOCTM OT KJIMHUYECKOTO (beHo-
Tuma [7].

CBoeBpeMeHHas AMAarHOCTHKA IIepBUYHBIX MMMYHO-
medunuros (ITN]]) sBnseTcs BaXHON 3amaveil B K-
HMYECKOI MPaKTUKe Pa3IUYHbIX CIEelVaNnUCTOB, B TOM
qJICIIe Bpadell IepBUYHOrO 3BeHa [21] u Bpadeli-iegya-
TpoB [22]. BpeMs OT Hayasa CMMIOTOMOB /IO IIOCTAHOB-
k1 guarsosa [1V]] y manuenTos B Poccun saHnmaer pe-
CATKM JIeT. 3a 9TOT Hepuop GOpMUPYIOTCS HeobpaTu-
Mble MI3MEHEHUsA B OpraHax, yXyALIalollye KayecTBO U
COKpAIIAIoLI/ie IPOJOKUTETbHOCTD XU3HU OOIbHBIX.
Hecmotpst Ha MHOrooOpasue KIMHUYECKUX NPOSIBIIE-
Hmit, 3amoposputh IIV]] He cloXXHO, NpU YCIOBUM
OCBEIOMJIECHHOCTM Bpayell nepBu4YHOro 3seHa o IIN]I
[23]. CnemoBarenbHO, BOSHMKAET HEOOXOOUMOCTD II0-
BBILIEHVSI OCBEJOM/ICHHOCTM Bpadeil 06 ayTOMMMYHM-
TeTe U TEPBUYHBIX MMMYHOMePUUIMTHBIX COCTOSHUAX
[12, 24].

KnnHnveckoe u 1cciefoBaTenbcKoe COTPYAHUYE-
CTBO MEXJly BETCKMMM T'eéMaToJI0raMy / OHKOJIOTaMU U
MMMYHOJIOTAaMJI  ITOCIIOCOOCTBOBA/IO  HaJIeXKalleMy
OKa3aHMIO IIOMOIIM HaIjeHTaM C NMePCUCTUPYIOIINMU
TOMWINHENHBIMY IUTONeHNUAMY, nuMbonponudepa-
IIVIeVl ¥ CKIOHHOCTBIO K 3JI0KQ4eCTBEHHOCTH C ieeKTa-
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MI aIONTO3a MMMYHHBIX KJIETOK, KOTOpBIe TeIepb Ha-
3bIBAIOTCA AyTOMMMYHHBIN TUMQOIpondepaTuBHbIIN
cungapoM. Kak Tompko reHetmdeckue pgedexTsl, 610-
MapKepsl ¥ TaTOMeXaHMU3M ObIIV JTy4llle TOHATHI, OBIIN
YCIIeIHO pa3paboTaHbl JUATHOCTUYECKNUE IOAXOAbI 1
TapreTHbIE METOMBI JledeHus [25].

3aboneBaHns1, 0OyC/IOB/IEHHbIE NEPBUYHBIM VMMMY-
HOZlepUIINTOM, OKa3bIBAIOT HeOIArOIPUATHOE BIVSHIE
Ha KayecTBO >XVM3HU TaKUX IAIVIEHTOB, a C y4eTOM
6onbiroit pacipocrpanenHocty I[IV]] B geTckoit morry-
JISILUY, Ka4eCTBO JXM3HU UX POIUTENEN TaK)Ke CHIDKa-
eTcs. VMerommecs faHHbIE CBUAETENLCTBYIOT O TOM,
yT0 y nanueHToB ¢ [IM]] nokasarenyu KadecTBa >KU3HM,
cBA3aHHOro co 3opoBbeM (health-related quality of life,
HRQOL) Huxe, 4eM y 3[0pOBBIX JTIOfieil ¥ TTAIIVIEHTOB C
APYTYIMM XPOHMYECKUMIY 3a00/1eBaHNMAMM, BKIIIOYAs Ca-
XapHBIIT A1abeT U I0BEHV/IbHBIN UIMONATNYeCKIIT apT-
put. [l feTeit He CYIIeCTBYeT MHCTPYMEHTOB, CIIELy-
(UYHBIX 11 KOHKPETHOTO 3ab0/IeBaHys, a IjIsl B3pOC-
JIBIX TOCTYIIHO MajIo BapMaHTOB [26].

IMaumentst ¢ I1M]] MMeIOT MOBBILIEHHBINT PUCK BO3-
HUKHOBEHMs OTpaHUYeHUI (U3MYecKoil aKTUBHOCTH,
COLMAIBHBIX TPYAHOCTE 1 IICUXOJIOTMYEeCKIX IpobieM
”3-32 UX XPOHMYECKOTO COCTOSHMA. Y TalIeHTOB B
BO3pacTe OT 2 1O 23 7eT cpemHuit 6ajam Mo OleHKe
HRQOL cocTaBun 66,61 (SD: 18,73) us 100, u Hanbonee
CWJIBHO IIOCTpajaly SMOLMOHAJbHBIE acIleKTBl M ac-
HeKThl paboTsl / yuebpl. CylleCTBEHHBIX pasnmmumii B
Ka4ecTBe XM3HU MalMeHTOB M JINL], OCYIeCTB/IIONX
YXOJI 3a HMMU, He HaOmoaanoce. JInma, ocymecTsso-
e yxop 3a nanuenTamu c I1V]I, Hanbosnee mopsepsxe-
HBI BJIMAHNUIO 0011elt ycranocTn [27].

Ha kauecTtBO >xm3nu marmentoB ¢ [1M]] oka3biBaeT
B/IMSIHVE OIACEHNUA II0 IIOBOAY ITOBTOPEHVS HETPUAT-
HBIX OIYIIEeHNII, BK/II0Yas TOCIUTAIN3ALNIO, CTPax Iie-
pen 0one3HAMM JieTell U TOCKY ¥3-3a2 HecIoCOOHOCTI
IpefOTBPAaTUTDh TeKylllee COCTOsIHMe Xu3Hn. CTpax u
6ecIIoKOJICTBO 3a Oyaylee 3H0poBbe pebeHKa 1 obec-
[TOKOEHHOCTh TEM, YTO HAC/IENCTBEHHOE 3aboseBaHIe
MOXXET MOB/IMATD Ha OPaTheB U CECTEP B CeMbe, OIIpefie-
JSIIOTCSL KaK 3HauMMble mpo6Omembl. OTpuijarenbHast
CTUTMATU3AIVsI KOCBEHHO B/IMSAET Ha IICUXOTOTMYECKOe
3mopoBbe feTeil. OTCYTCTBUE [IETCKUX VMMMYHOJIOTOB
HNPUBOAMUT K YaCTBIM IOCELeHNSAM OONMbHUL], KOTOpbIE
OTHMMAIOT MHOTO BpeMeH! U U3MaTBIBAIOT. PomuTensim
IPUXOANUTCS UCKATh NOIOTHUTEIBHYI0 paboTy, 4TOOBI
(OUHAHCOBO OIIAYMBATh IOPOTOCTOSIIME JIEKapCTBa
mia ceoux merel. CeMeiTHOTO OIOMKeTa MOXET ObITb
HEJIOCTATOYHO JI/IS1 BefleHMs 3[[OPOBOTo obpasa XXU3HMU,
KOTOPBIil BK/TI0YaeT B ceOs1 OCHOBHBIE IIOTPEOHOCT Ce-
MbU, TakMe Kak ImTaHue ¥ jocyr. Ilo MHeHmio i,
OCYIIeCTB/IAIOINX YXOfi, HeKoTopas uHpopMmauusa o
ITN]] gacTo BBOAMT B 3abmyxaeHne. Ha ypoBHe c006-
IIecTBa MHOTVE JIIOfY HeIIPaBUIbHO ITOHMMAIOT COCTO-
sIHMEe 3[I0POBBSI JIE€Teil, ¥ MOTPEOHOCTD B COLMATBHOI
HOAiIepXKKe YaCcTO UTHOPUPYeTCs. [JpyruMm moBTOpsIo-
IMUMICA Tpo6eMaMy ABJIAIOTCS HENpPaBUIbHBIE CY-
XKIeHNs Apyrux o6 aTux ceMbax. OCBeJOMICHHOCTD I
MHK/TIO3MBHOCTb 06pa30BaTeNbHBIX IPOrPaMM coobiile-
CTBa TAPAaHTHPYIOT, YTO X MOTPeOHOCTU He MCKIII0Ya-
forca [28].
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O6cyxpaeHne

He cmoTpsa Ha co3faHMe perMcTpoB MaIMeHTOB C
[TM]I, coxpaHsaeTcs aKTya/lIbHOI IpobreMa IMarHoCTy-
K/ ¥ MYIbTUAMCUUIUIMHAPHOTO IOAXOfla K BeJEHUIO
Takux mnanueHToB. Ilanmenter ¢ IIMI u ux cembu
MOJBEP>KEHBI CHIDKEHNIO Ka4eCTBa )KM3HM MAI[I€HTOB B
COLMA/IbHBIX, SMOLMOHA/IBHBIX U JaXKe (MHAHCOBBIX
acnekrax [10, 14]. CnemoBaTenbHO, CYIIeCTBYeT He0O-
XOAVMMOCTb pa3pabOTKM MHCTPYMEHTOB JI/IS OLIEHKM Ka-
4JecTBa XM3HM nanyuenTos ¢ I1V]l, koTopble mo3BOMMIN
Ob1 607IE€ YYBCTBUTENBHO OLIEHMBATD BINAHME 3a007Te-
BaHMA Ha 3[OPOBbE IMALMEHTOB M IICUXOIOTMYECKOE
6naromnonyune, y4e6y, paboTy M COLMAIbHYIO aKTUB-
HOCTb [15, 17]. OrpaHuYeHHass OCBeZOM/IEHHOCTb Bpa-
4ell 0 IEepPBUYHBIX MMMYHOeUINTAX OIpeReaeTcs
KaK OffHa M3 OCHOBHBIX Ipob6neM B Poccum u B Mupe.
TpebyeTcst KOMIIIEKCHBIN MOAXOR K JUArHOCTHKE, Jie-
YEeHUIO U I0ITOCPOYHOMY ITAHMPOBAHMIO BelleHN Ia-
1eHToB ¢ ITIM]], Bkmodas 06s13aTenbHOE IPUCYTCTBIE
K/IMHUYECKUX MMMYHOJIOTOB B CHICTeMe 3[paBOOXpaHe-
HUA.

[TorryyeHHble B XOfe BBIIONHEHMs 0030pa TaHHBIE
IIOKa3bIBAIOT HEOOXOAMMOCTD Pa3pabOTKM aIrOPUTMOB
BeJeHNs JaHHOM TPYIIbI MALEHTOB C YYETOM permo-
HapHOII crenuduKy, Tak kak pasHoBupHocty IIM]I, a ¢
HYIMMJ U KJIMHUKO-MOP(]oIornyeckye NposiBlIeHNs, MO-
TyT pasIn4aTbcs Ha JOBOJIBHO HEOOJBINON TeppuUTO-
puy, Cpefy pPasIMYHbIX PAacOBBIX ¥ HaIlMOHAIbHBIX
rpynn. Ecmm B Peciy6rmuke Anrait ITM]T game Bcero
IPOABJIAETCA B BUJIe ayTO-BOCHAINTENbHBIX 3a00/IeBa-
Huit [10], To B YuTuHCKO! 06/macTu valie npeobmafgaoT
PasHOBMIHOCTU C IMPOABJIEHMEM VIMMYHHBIX JeCTPYK-
mmit. To ecTb, 4acTOTa M KIMHUYECKUE OCOOEHHOCTHU
IEPBUYHBIX VMMYHORE(DULUTOB MMEIOT BaXKHbIE OCO-
OEHHOCT) He TOJIBKO MEXJy CTpaHaMy, HO JaXke U 110
pernonam Poccuiickoit @epepanun.

V3 Bcero aToro ciepyer HeOOXOLUMOCTb TOTO, YTO
Ka)K/IBIIl PETVIOH HY>K/JaeTCA B COOCTBEHHOM a/ITOPUTMe
IVIaTHOCTUKY, PETUCTPALIM U JIeYeHN JaHHOI KaTero-
pUM HAI[MEHTOB, YYMUTHIBAIOIIEM MeCTHbIe OCOOEHHO-
ctu. ITogo6HBIE anrOpPUTMBI [IENICTBYIOT B HEKOTOPBIX
cTpaHax 3anagHoit EBporbl, ogHaKo fjaXke B 9TO 4acTu
IUTAHeTBI CYIeCTBYIOT po6IeMsl, Tpebyloline mpoBe-
IeHNs HOBbIX KIMHUYECKUX VICC/IeJOBAHMIL.

3akaroueHue

TakuM 06pa3oM, IIpeCTaB/IeHHbII BbIlIe 0030p 110-
KasbIBaeT HEOOXONMMOCTb COBEPIICHCTBOBAHMSA OKa3a-
HVISI MEMIIVHCKOI TIOMOIIM TAIYIeHTaM C IePBUYHBIM
uMMyHofedunuToM. BaxxHo BHemputh 06pasoBaTelb-
Hble NIPOTPaMMbl /I Bpadeil C LeIbI0 IOBBILIEHMS
OCBEJOM/IEHHOCTY O MHEPBUYHBIX MMMYHOAe(UIUTAX.
9TO MOMOXET yTy4LUINTh AUATHOCTUKY U JIeUeHue, Ho-
BBICUTh Ka4yeCTBO J>KM3HU IALMEHTOB U YMEHBIINTh
JIOITOCPOYHBIE PACXOAbl 3[4paBOOXpaHeHMs. Bcé aTo
MOAYEPKUBAET AKTYaJIbHOCTh BBINOTHEHMsI HOBBIX JC-
CTIelOBaHMII B TAHHOM HAIlpaBJIeHNN.
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