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Abstract.

Resume. The original article presents the results of studying the cytokine profile
in children with atypical pneumonia (AP) and develops a matrix of differential diagnosis
taking into account clinical and laboratory parameters. The results of the study are
recommended for widespread implementation in the practical activities of pediatricians of
family polyclinics and central district polyclinics of primary health care.

The aim of the study was to study the cytokine status and develop a matrix for the
differential diagnosis of atypical pneumonia in children.

Materials and methods of research. The sick children were divided into groups
(all 124 children): 1-a group of sick children with AP aged 1-3 years (32 sick children);
2-a group of sick children with AP aged 4-7 years (32 sick children); the control group
consisted of 60 healthy children, of whom 30 were aged 1-3 years and 30 children aged
4-7 years old. For the quantitative determination of cytokines IL-8, IL-17A, IL-13 and PCT
in blood serum, a set of reagents from ZAO VectorBest was used. The calculation of the
results was carried out graphically with the construction of a calibration curve. Statistical
processing methods used to assess the reliability of the results obtained were carried
out using Microsoft Excel and AtteStat software packages. The analysis included the
determination of the arithmetic mean (M), the standard deviation (o), and the error of the
mean (m).

Results. The results of the study showed an increase in IL-8 synthesis: in young
children with AP by 2.3 times; in children with AP aged 4-7 years by 3.0 times (P<0.05),
relative to healthy children. There is also an increase in the level of IL-13 in the blood of
patients: group 1 by 1.29 times; group 2 by 1.1 times (P<0.05), relative to the indicators
of healthy children.

Conclusion. Thus, the study of the cytokine profile in children with AP showed an
increase in the synthesis of IL-8 by 2.3-3.0 times, IL-13 by 1.3 times, IL-17A by 3.0-4.0
times, which indicates a comorbid course of AP in children.

Among all the above clinical and laboratory parameters for the diagnosis and
differential diagnosis of AP in preschool children (4-7 years old), the determination of
PCT and IL-17A in the blood is more informative. And for young children, IL-13 is a more
informative laboratory immunological indicator, an increase in its level excludes atypical
pneumonia in young children.

Keywords: children, cytokines, immunity, atypical pneumonia, coinfection.

AxTyanbHoOCTb

KpuTepnsimm nocTaHOBKM AnarHo3a «aTUnMYHONY» MHEBMOHUWN ABMSIOTCA 3aTpya-
HUTENbHOCTL BblAENEHNst  BO30OyauTENEM C  MOMOLLLID  TPaAMLMOHHOrO HGakTepu-
OriorM4yeckoro uccregoBaHus U HeaEeKTUBHOCTL Tepanun neHuuyunnmHamu.  Mu-
Konnasmbl SBASKOTCA  BHYTPUKMETOYHBIMU MUKPOOPraHM3Mamu, KOoTopble AMUTENbHO
NepcUCTMPYIOT B KIeTKax anuTenusi, obOycrnaBnuBaloT OCIOXHEHHOE TeyeHue u sB-
NSTCHA NPUYMHOM ODOCTPEHUST XPOHUYECKOW OpPOHXOMNEro4yHow naTonoruu, YTo BeaeT
K CITOXXHOCTSIM AMAarHoCTUKN 1 nedeHus [1,2].

B HacTosLlee Bpemsi M3BECTHO, YTO IL-17A aBNSeTCS LMTOKMHOM KOCTHOW pe3op-
oumu. Mpu aTom BhISIBNEHa cnocobHocTh IL-17 akTMBMpoBaTh akcnpeccuio IL-1 u | -6,
KOTOpble B CBOK o4vepenb 0brnafatoT AeCTPYKTUBHBIM MOTEHLMANOM B BOCNannTebHOM
npouecce, a Takke akcnpeccuto metannonpotenHas (MMP-9), npusoasLmx K TKaHEBOMY
pPEMOAENNPOBaHMIO 1 BbIGpOCY Npoaykumn aerpagauuv konnarexa Il tuna. O6HapyxeHa
ponb IL-17 n B perynauum yHKLMM XOHAPOLMTOB U CUHOBUOLIMTOB, CTUMYNSALUN FPpaHy-
nonoa3sa [3,4].

Mpy nopaxeHun anbBeOMNsiPHOrO ANUTENUST BUPYCbl HAYNMHAKOT MHTEHCUBHO pas-
MHOXaTbCS U 3aTEM BbIXOOAT BO BHEKNETOYHOE NPOCTPaHCTBO. NocneayioLlas akenpec-
CUSl aHTUIreHOB BUpYyCa Ha MOBEPXHOCTb KIMETKU, CTUMYyNAUMS aHTMTernoobpasoBaHus,
CUHTE3 NHTepdepoHa NPOUCXOAAT OTHOCUTENBHO NO3AHO (MPY KOPOHABMPYCHOM Mopa-
XeHuu) [5].
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IL-17 3anyckaeT obLIMPHYI0 TKAHEBYIO peakumio, NPUBOASLLYI0 K MUTpaLun Hew-
Tpochmnos B 30Hy BocnaneHus. OH MOXeT BblpabaTbiBaTbCs MHOIMMM KINeTKaMu, 0QHaKo
Hanbonee BbipaXkeHHY Npoaykuuio obecneunBatoT T-xennepbl 17 Tuna (Th17)[6].

M3BecTHO, 4TO IL-13cuntaeTcs LeHTpanbHbIM MegnuaTopoM, y4acTBYOLLMM B NaTo-
reHese 6pPOHXManNbHOM acTMbI[7].

MpoayueHtamu IL-13 9BNAIOTCH MHOXECTBO KIETOK, K HUM OTHOCATCS TY4Hble
KneTtku, 6azodunbl, 303nHocdunbl, Th2 CD4+, Th1 CD4+, CD8+ kneTku.

BaxHenwmmm gyHkumamn IL-13 asnsaoTca yBenuveHne anddepeHunpoBkm 6o-
KanoBUOHbIX KMNETOK, akTMBaums dunbpobnacTtos, NoBbILLEHWE TMNEPHYBCTBUTENBHOCTU
©poHxoB n npoaykums IgE B-knetkamu[8].

LIMTOKMHBI, MpodyumMpyeMble PasfUYHbIMW UMMYHOKOMMETEHTHLIMU KINETKaMu,
UrpaloT BaXKHENLLUYO porb B NaToreHe3e NHEBMOHWIA, @ HEKOTOPbIE OOHOHYKEOTUAHbIE
BapuaHTbl reHa IL-13 accoummpoBaHbl C PUCKOM Pa3BUTUS, TEYEHMS N NPOrpeccMpoBa-
HUsA natonornun[9].

Th17-kneTkn urpatoT KIYeBYO pofib B MMMYHOMATOreHe3e LUMPOKOro CrekTpa
UMMYHOBOCMANUTENbHbLIX 3aboneBaHui, BKoYas ncopuatudeckun aptpuT. IL-17 Bbi-
MOSHSAET BaXKHYI0 (PU3NONOrMYEcKyto OYHKLMIO, y4acTBys B 3allMTe opraHmama oT bak-
TepuanbHbIX U rPUOKOBBLIX UHGEKUMIA. IL-17 cHTE3MpYeTCSA LUMPOKUM CMEKTPOM MMMY-
HOKOMMETEHTHbIX KIETOK, BKITHOYAS TyYHbIE KINETKWU, HEUTPOMUIbI, 4EHOPUTHBIE KINETKM,
Makpodbaru, ecTeCTBEHHbIE KUNMepHble KNneTkn. Muwenamu gns IL-17 aensaioTca kepatu-
HOLMTbI, CUHOBMOLUUTLI, (hmbpobracTsl, anuTenuanbHble KNeTKU. AKTMBaLMS 3TUX KNETOK
WHOYUMPYET CMHTE3 LIMTOKMHOB, YyCUINMBaIOLWUX pekpyTMpoBaHune Th17-kneTok (M HenTpo-
dunoB) B 30Hy Bocnanexus. B perynauun obpasoBaHusa n aktueaumm Th17-kneTok oco-
Oyto ponb urpatot IL-12 n IL-23 [2].

Lienb nccnepoBaHus: M3yyeHne LUMTOKMHOBOIO cTaTyca AeTen C aTUMU4YHbIMU
NMHEBMOHMUSMM.

MaTtepuansl 1 meToabl uccnepoBaHua. [na paspaboTku anroputma avdde-
PEHLMPOBKN aTUNNYHbIX MHEBMOHUIA Y AETEN NPOBOAWMN UCCIeAoBaHME MO U3YYEHUIO
LUUTOKMHOB C y4eTOM BO3pacTta aeTei. [Ing yaobcTBa u TOMHOCTM pacyeTa nokasarenemn
KpoBW, BoMnbHbIX OTOOpanu no Bo3pacTy. B rpynny 300poBbIX AeTel BKYanu AeTen ¢
OoTpyLATENbHBLIMWU pe3ynbraTtaMy aHanuaa KpoBM Ha BO30yaUTENW aTUnMYHbIX MHEBMO-
HUA.

Pacnpegenunu 6onbHbIX geTen no rpynnam (Bcero124 geten):

-1-rpynna 6onbHbIx geten ¢ All B Bo3pacTe 1-3 roga (32 6onbHbIX AeTewn);

-2-rpynna 6onbHbIx geten ¢ Al B Bo3pacTe 4-7 neT (32 60nbHbIX AeTen);

- KOHTPOMbHYIO rpynny coctaBunm 60 300poBbIX AeTer, U3 Hux 30 Obinm B Bo3pacTte
1-3 roga n 30 geten 4-7 neTHero Bo3pacTa.

[ns konnyectBeHHOro onpeaenennsa umtokuHos UIN-8, UN-17A, UIN-13 v MNKT B
CbIBOPOTKE KPOBU ucnonb3oBanu Habop peareHToB pmpmbl 3A0 «BektopbecTt». Pacuet
pesynbTaToB NPOBOAMIM rpaddU4eckumMm METOAOM C MOCTPOEHUEM KanvbOpOBOYHOW Kpu-
Bon. MeToabl cTaTcTMyeckon obpaboTkM, NPpUMEHSIEMbIE ANSl OLEHKM AOCTOBEPHOCTU
MOMyYeHHbIX pe3ynbTaToB, MPOBOAUNM MPU MOMOLLM NPOrpamMMHbIX NakeToB Microsoft
Excel n AtteStat. AHanm3 Bkntoyan onpeaeneHne cpegHero apupmMeTMHecKoro 3Ha4eHns
(M), cTaHgapTHOro OTKNOHEHUS (T), oWMOKN CpeaHero 3HadeHus (m).

Pe3ynbratbl: PesynbraThbl uccrnefoBaHWUs Nokasanu nosbllleHne cuHTesa IL-8:

- y geTen paHHero Bo3pacta ¢ All B 2,3 pasa;

-y oeten c All B Bo3pacte 4-7 net B 3,0 pa3a (P<0,05), no oTHOLIeHWIO NoKa3aTe-
new 3gopoBbix geten (Tabn.1.

OTmevaeTcs Takke NoBbILEeHNE YpoBHS IL-13 B KpoBM Y NauMEHTOB:

-1-rpynnel B 1,29 pasa;

-2-rpynnbl B 1,1 pasa (P<0,05), no oTHOLWEHWIO Noka3aTenen 340pOBbIX OETEN
(Tabn.1).

Tabnuua-1.
MokasaTenu LUUTOKMHOBOIO CTaTyca Nnpu aTUNNYHbIX NMHEeBMOHUN Yy HETeﬁ
Mokasa Tenun | koHTponbHas rpynna (n=30) | 1-rpynna (n=32) 2-rpynna (n=32)
cpegHee min-max cpegHee min-max cpegHee min-max
IL-8, nr/mn 23,0+1,53 9,7-38,6 51,7+ 6,54* | 10,95-110,2 | 68,9+ 8,02* |21,62-173,27

IL-13, nr/mn | 22,7+0,81 11,47-32,1 29,3+1,11* 21,8-45,0 25,4+ 0,52* | 20,81-32,1
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IL-17A, nk/ 25,8+ 1,5 12,0-36,0 78,1x2,8** | 59,21-113,53 | 104,0+10,7* | 48,36-343,53
M

lMpumeyaHne: * 3HadyeHUs OOCTOBEPHbl MO OTHOLUEHWIO K 340POBOWN rpymnne
(*P<0,05, ***P<0,001 )

CnepoBaTenbHO, NOBbIWEHNe ypoBHSA IL-13 y geTen ¢ aTunn4HOM NHEBMOHMWEN
CBUAOETENBCTBYET O BICOKOM PUCKE pa3BUTUSA BPOHXOOBCTPYKTUBHOIO CUHAPOMA M NMOKa-
3bIBaET BaXXHOCTb y4Y€eTa CKITOHHOCTM K anneprun. Bee ato TpebyeT anddepeHumnansHom
OMarHoCTUKN aTUMUYHOW NMHEBMOHMU C PECNUPATOPHBLIMW anfnepro3amMmu, Anst Yero Heob-
XOAMMO NPOBeAEHNS anneproanarHoCTUKK C BbISSBIEHUEM YYBCTBUTENBHOCTU N CTEMEHU
pPeakTUBHOCTU K anfiepreHam.

B xone nccnenoBaHns yCTaHOBNEHO Takke NOBbILEHWE YPoBHS IL-17A:

-y nauueHTtoB 1-rpynnsl B 3,0 pasa, P<0,001;

-y nauuneHToB 2-rpynnbl B 4,0 pasa, P<0,05.

CnepoBaTenbHO, B yCTaHOBMEHHOE B MCCreaoBaHum Gonee BbICOKOE MOBbILLEHUE
IL-17A B CbIBOPOTKE KPOBW Yy A€TEN paHHero Bo3pacta ¢ All CBMOETENLCTBYET O BCOKOM
pucke pa3BuTus octeoneHnn. lNpm aTom BbiCOKoe coaepkaHue IL-17A B CbIBOPOTKE KpO-
BW Y A€TeN JOLIKOMbHOIO M CTapLUero WKOMbHOro Bo3pacTta 06bACHAETCA pa3BUTnEM Ka-
puveca 3yboB, OCTaTOYHbIX SBMIEHWUIA paxvTa U Apyrmx ConyTCTBYOLMX BOCNANMTENbHbIX
NaTornorm4eckux COCTOSHMN, CBSI3aHHbIX C HapyLIEeHWEM CUHTEe3a KonnareHa u obmeHa
KanbLus B OpraHn3me.

PucyHok-1.
Martpuua audrcpepeHumanbHON AUArHOCTUKU aTUNUYHOW MHEBMOHUN Y fiIeTEN
P .

".
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ROMOPOILTH
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. My
* TS * [ET ATImoi
THERMOHIIS TEII MIHERMOHTTT
ROHHpERI
\ /

C y4yeToM KNuHMKO-rabopaTtopHbIX nokasartenen y naumeHtos ¢ All paspaboTtanu
umknudeckyto matpuuy gns BOI Ha nepBnyHOM 3BEHE 30paBoOXpaHeHus (puc.1).

Linknnyeckasn matpuua cnyxuT gns otobpaxkeHns CBs3n C NOCTaHOBKOW AMarHosa
B Xxoae obcnenoBaHusa 6onbHbIX. Kaxgasa 13 4eTbipex nepsBbixX CTPOK ¢ nokasatenem MNMKT
n IL-17A cooTBETCTBYET OTAENBHOMY CEKTOPY, a NpeABapuTeNnbHbIN AMarHo3 otobpaxa-
€TCA B MPSAMOYToNbHbIX ourypax cboky oT ceKTopoB. Hencnonb3yembli TEKCT He 0TObpa-
XaeTcsl, HO OCTaeTcs AOCTYMNHbLIM MPY CMEHEe MaKeTa.

O6cyxaeHue: Takum obpasom, nUlyvyeHme LMTOKMHOBOrO Mpoduns y aeten npu
Al nokasano noebiweHne cuHTesa IL-8 B 2,3-3,0 pasa, IL-13 B 1,3 pasa, IL-17A B 3,0-4,0
pasa, 4TO CBUAETENLCTBYOT 0 KOMOpOUaHOM TeueHun Ally geTen.

M3BecTHO, 4TO IL-17A OTHOCKTCS K NpOBOCNANUTENbHBIM LIMTOKMHAM U y4yacTByeT
BO MHOTMX 3Tanax UMMyHHoro oteeta. OH CTUMYNMpYeT NPOOYKLMIO XEMOKUHOB U, Kak
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crnegcTeve, CTUMYNUPYET MUTPaLmMIoO HENTPOUIOB K MecTy BocnaneHus. OgH1M 13 Bax-
Henwmx duonormdecknx appekTo IL-17A, umetoLmnx 3Ha4YeHne ansi 3aboneBaHUn KOCT-
HO-CYCTaBHOrO annapaTta, SiIBNsieTCs ero CrnoCOOHOCTb K NPOAYKLUUN MHOMMX LIUTOKMHOB
1N XEMOKWHOB, obnagatoLmx nrekoTponHbIM 4ENCTBUEM Ha pasHble kneTku - IL-8, IL-6,
TNF-q, IL-1, a Takke npocTtarnaHaunH E2(MICE-2) [9,10].

Cpeou Bcex Bblle NpUBEOEHHbIX KIMHUKO-NTabopaTopHbIX nokasaTtenen npv auv-
arHoctuke n gudpdepeHumansHon anarHoctuke All y geTen OOLWKOMbHOro Bo3pacta (4
-7 net), bonee nHdpopmatuBHbiM siBnsatoTcs onpegenexme MNKT n IL-17A B kposu. A onsi
AeTel paHHero Bo3pacTa npw 3tom 6onee HopmaTMBHbIM NTabopaTopHBIM MMMYHOO-
rMyeckuM nHaukaTopom asnsetca IL-13, noBbllweHe ero ypoBHS UCKNOYaET aTUNNYHYIO
NMHEBMOHMIO Y AeTEeN paHHero Bo3pacra.

BbiBoabl. Takum o6pasoM, M3yvyeHue LMTOKMHOBOrO cTatyca Npu aTUnUYHOWM
NHEBMOHUM Yy JeTen NO3BONAET paHHeN AnarHocTuke, auddepeHumansHOn AnarHoCcTuke
pecnMpaTopHbIX COCTOSIHUIA y AeTen. [py 3TOM BaxKeH YYET KIMMHUYECKNX CUMMTOMOB U
HageXHocTu onpeaeneHunsa uMTokmHoB IL-17A u MNKT gna guddepeHumansHoOn guarHo-
CTUKM pecnupaTtopHbIx 3aborneBaHuin ¢ y4eToM Bo3pacTa AeTen.

PaspaboTaHHas uuknudeckas martpuua ¢ nokasarenem MNKT m IL-17A cnyxuTt ans
oTobpaXkeHusi CBA3M € NOCTaHOBKOW AnarHosa All y geTten, NnosToMy peKoMeHOyeTcs Ln-
POKOMY BHEOPEHMIO B NpakTuieckyto geatenbHocTb BOI n neguatpos CBI1, cemeliHbix
MOMMVKITMHWK U LEHTParnbHbIX PaNOHHbIX NOMMKITMHWUK MEPBMYHOIO YPOBHS 30paBoOOXpaHe-
HUS.

PeweHune atuyeckom kommuccum Byxapckoro rocynapcTBeHHOro MeauLUH-
ckoro nHctutyTa: K npoBegeHunto Hay4yHOro nccrnegoBaHns noryyeHo NMcbMeHHoe pas-
peLueHve poguTenen/onekyHoB AeTew u pesynbsraTtbl McCregoBaHusa MoryT ObiTe ony6nu-
KOBaHbl B Hay4HbIX N30aHNSX.

®duHaHcupoBaHue: [1pon3BoaMTCS 3a CYET NNYHUX CPEACTB KaX4oro aBropa

KoHcnunkT nHTepecoB: ABTOpbI NOATBEPOUIIM OTCYTCTBUE KOHMIMKTA UHTEpe-
coB, PUHAHCOBOW NOAAEPXKKN, O KOTOPbIX HEOOXOAUMO COOOLLMTD.
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Abstract.

Infection caused by herpes simplex virus (HSV) is the most common among people
(80-95% of the population are lifelong carriers of the virus). Conducted seroepidemiological
studies have shown that by the age of 15, about 83% of children are infected with HSV,
and at the age of 30 years and older, more than 90% of the population have antibodies to
HSV of one type or another. Purpose of the study: analysis of clinical and immunological
features of the course of severe pneumonia in young children against the background of
acute herpetic stomatitis. Materials and methods: this study included 60 children with
an established diagnosis of pneumonia. Group 1 consisted of 30 children with pneumonia
of bacterial etiology without HSV, group 2 included 30 children with herpetic stomatitis.
The control (comparison) group consisted of 22 practically healthy children of a similar
age. Results: the clinical and immunological features of the course of severe pneumonia
in young children against the background of acute herpetic stomatitis were determined.
Conclusions: 1) An imbalance in the production of Th1/Th2 cytokines was established
in children with stomatitis with pneumonia of various etiologies before treatment. 2) A
significantly increased level of serum TNFa was revealed in all groups of children with
stomatitis before treatment. 3) The study of IL-10 concentrations established differently
directed indicators before treatment in the group of children without HSV and with HSV.

Keywords: young children, pneumonia, stomatitis, herpes simplex virus, cytokines,
immunity.

HebnaronpuaTHbeIM pOHOM AN TEYEHNSI THEBMOHNYECKOrO NpoLecca y AeTen paH-
Hero Bo3pacTta SIBMsieTCA paxuT, BenkoBo-aHepreTuyeckasi He4oCTaTOMHOCTb, aHEMUS,
aucbaktepnos n ap. OHKM onpeaensitoT BO MHOrOM MOBTOPHOCTb MHEBMOHUI Y pebéHka,
ONUTENbHOCTb UX TEYEHWS], CKIMOHHOCTb K 0BOCTPEHMAM, peLuamBam U OCIIOXKHEHUSAM.

lepneTu4eckmit cTomaTuT — OCTPOE UH(PEKLIMOHHOE 3aboneBaHue, Bo30yaMTenem
KOTOPOro fABnsieTcs BMpYyc npoctoro repneca (BII), wmMpoko pacnpocTpaHeHHbIN B Npu-
poae, nepeaatoLLMiCca KOHTaKTHbIM UMM BO3AYLLHO-KanenbHbIM nyTem. CTouHMK nHdex-
umn — 6onbHON YenoBek Unu BupycoHocuTens [1,2].

BonbLUMHCTBO NoAen KOHTAKTUPYIOT C BUPYCOMB paHHeM feTcTee. [1posasneHuem
NepBUYHONM repneTuyeckon MHAEKUMM Yallle ABASIETCA OCTPbIN repneTnyeckuin ctomaTmuT
(OrcC), Hanbonee pacnpocTpaHeHHbIN y AeTen B Bo3pacTte OT 6 mecsaues go 3 net [3].
OT0 CBSI3aHO C MCYE3HOBEHWEM aHTUTEr, MOMyYeHHbIX UHTEPNaLeHTapHo OT MaTepu,
C 0COBEHHOCTAMU CTPOEHUS CNN3NCTON 060MN0YKM NOMNOCTU PTa, BbICOKOW MPOHULAEMO-
CTbIO rUcTOremaTonormyecknx 6apbepoB, He4OCTaTOYHON aKTUBHOCTLIOMECTHOIO UMMY-
HUTETa, a Takke C YacTblMU €CTECTBEHHbIMU HApPYLUEHUSMU LENOCTHOCTU CrIM3UCTONO-
©ono4kn B pesynsrate npopesbiBaHMs 3y00B 1 MUKPOTpaBM [4].

CocTosiHMEe MMMYHHOWN CUCTEMbI UrpaeT BornbLUyo porfb B BO3HWKHOBEHMU U Xa-
pakTepe TedeHus repnetmdeckon uHgekumm. OgHUM 13 MeXaHU3MOB, NPOTMBOCTOSILLNX
OEeNCcTBMo 3aLLMTHBIX PaKTOPOB MMMYHUTETA Ha BUPYChI, ABMSETCA NEPCUCTEHLMSA MNO-
CnegHuX B TKaHAX, He nognexawmx UMMyHHoMY Haasopy. CnocoBHOCTb K NepcucTeH-
LMW, HECMOTPS Ha BbICOKYIO MMMYHOIEHHOCTb, YKa3blBAeT Ha TO, YTO BUPYC BbipabaThbl-
BaeT MeXaHW3M YCKOIb3aHusi OT UMMYHHOro oTBeTa [5].

HecmoTpsi Ha OrpoMHOEe KONMMYecTBO UCCNeaoBaHUN B JAaHHOM HarnpasneHuu, Ha
CErogHsALWHUN AeHb BOMPOC peanu3auvM MMMYHHOIO OTBEeTanpu OCTPOWNHEBMOHUMU Y
JeTen paHHeropospacTta C repneTMyeckum CTOMaTUTOM OCTaETcs OTKPbITbIM. B cBs3M
C BblllecKa3aHHbIM LieMbio HAaCTOSILLIEro UCCneaoBaHus SABUNOCh U3yYeHUe coaepKaHns
KOHLIeHTpauuun chaktopa Hekposa onyxornen anbca npo- (PHOa) n npoTnsoBocnanu-
TenbHoro nHtepnenknHa-10 (UJ1-10) uutoknHoB B poToBon xuakoctn (PXK) y oeten pax-
Hero Bo3pacrta OT 6 mecsaLeB A0 3-X NeT.
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Lienb nccnepoBaHusi: aHanu3 KIMHUKO-MMMYHONMOMMYECKNX 0COBEHHOCTEN Teve-
HUST TSXKENbIX MHEBMOHWUI Yy AeTEN paHHEro Bo3pacTta Ha hoHe OCTPOro reprneTuyeckoro
cTomaTtuTa.

MaTtepuan u MeTopbl. B HacTosilee nccnegoBaHne 6biny BKIOYEHbl 62 OeTen ¢
YCTaHOBIEHHbIM ANarHOo30M NHEBMOHUU. 1-t0 rpynny coctasunu 30 geTern ¢ MHEBMOHNEN
OakTepuanbHon aTnonorum 6e3 BT, Bo 2-t0 Bowwn 32 AeTen ¢ repnetmyeckum ctomaTu-
ToM. pynny KOHTpoOns (CpaBHEHMWS) COCTaBMIM 22 NPaKTUYECKM 340POBLIX AeTel, aHa-
NOrM4HOro Bo3pacTa.

MmmyHonornyeckue ncecnegosaHvsa y obcnegyembix eTen NpOBOAMITUCH B nabo-
paTtopum UMMyHoperynaumm NHCTuTyTa MIMMYHONOrMn 1 reHoMukn Yyenoseka AH PY3.

KoHueHTpauuio daktopa Hekposa onyxornen anbga (PHOa) n nHTepnenkuHa-10
(MN-10) B pOTOBOW XMAKOCTU ONpeaensnM MeTOAOM TBepAodasHOro MUMMYHOMEPMEHT-
HOro aHanmaa c ucnone3oBaHnem Tect-cucteM AO «BEKTOP-BECT» (Poccusi, HoBocu-
Oumpck). KonmyecTBEHHYHO OLIEHKY pe3ynsTaToB NMPOBOAMIIN METOAOM MOCTPOEHUS Kanu-
OpOBOYHOW KPMBOW UIN C UCMOMb30BaHNEM KOMMEPYECKOWN KOMMBIOTEPHOW NpOorpamMmbl
«Microplate managery», oTpaxatowwmx 3aBUCUMOCTb ONTUYECKOW MITOTHOCTU OT KOHLIEH-
Tpauun Anst CTaHAapTHOIO aHTUreHa M NO3BOMSIOLWMX CPAaBHEHWE C HUM UCCregyemblX
00pasuos.

Cratnctmdeckyto 06paboTKy NOMyyYeHHbIX AaHHbIX MPOBOAUIIN C UCTIONb30BaHUEM
KOMMblOTEPHOWM nporpammbl Statistica 6.0. [JocTOBEpHOCTb pasnnMunii CPeaHUX BENNYUH
CpaBHMBaEMbIX NokasaTtenen oueHnanm no kputepuo CtetogeHTa (t).

Pesynbratbl n ux obcyxaeHue. LLMpoko M3BEeCTHO B3aMMHO WHrMbupytoLlee
OEeVCcTBME UUTOKMHOB, BbipabaTbiBaeMbIx T-xennepamu O4HOro Tvna, Ha obpasoBaHue
UUTOKMHOB T-xennepamu gpyroro Tuna (Hanpumep, Th1-UMTOKMHBI NogaBnsoT obpaso-
BaHue Th2-umTokuHOB; U Th1- 1 Th2-UNTOKMHBLI MHIMOMPYIOT CUHTE3 Th17-LUTOKUHOB)
[6]. UMMYHHBIN OTBET OpraHM3aMa Ha BUPYC COCTOUT U3 OBYX a3, rge COOTBETCTBEHHO
3agevictBoBaHbl Th1/Th2 akTnBupoBaHHbIE KNETKU. B nepBoridase nponcxoamt cTumy-
NSAUMsA NPOAYKUMN MHTEPEPOHOB U aKTMBaLIMA €CTECTBEHHBIX KUIIIIEPOB M APYrMX UMMY-
HOKOMMNETEHTHbIX KNeTok. Makpodarn urpatoT LeHTpanbHyo posib B UMMYHHOW 3aluute
N BOBIIEYEHbl KaK B Hecneumdpuyeckmne, Tak u B Cneumdpuyeckne MMMyHHbIE peakumnm
npotvB BlI-mHdpekummn. OHM OoTBEYaOT Ha BUPYCHblE MHAEKUUN OLICTPON cekpeunen
NpoBOCManMTENbHbIX LUTOKMHOB, K YACIY KOTOPbIX OTHOCUTCS U (hakTOp HEKPO3a OMnyXo-
nen anbda (PHOQ), UmetoLLMn BaXKHOE 3HaYeHWe A9 NEPBUYHON 3aLLUUThI.

®dakTop Hekpo3a onyxonu (PHOa nnu TNFa) — npegcraButens gpyrorocemem-
CTBa UMMYHOMOIMYECKM 3Ha4MMbIX GenkoB. OcHoBHble npogyueHTbl PHOa MoHOUMTBI
n makpodarn. Ero cekpetupyloT Takke HEMTpodunbl, 3HAOTENWaNbHbIE U aNUTENNanb-
Hbl€ KINETKWU, 303MHOMUMbI, Ty4Hble KNeTKK, B- n T-nnmdouuntel Npn nx BOBNE4YEHUN B
BocnanutenbHbii npouecc. PHOO BbISBMAAIOT B KPOBOTOKE paHblLUe ApPYrMx npoBocna-
nUTEnNbHbIX LMTOKUHOB — Yyxe vepe3 20—-30 muH nocne nHaykuum BocnaneHus. PHOa
y4yacTByeT B (hOPMMPOBAHNMBCEX OCHOBHBLIX MECTHbIX, @ TaKKe HEKOTOPbIX CUCTEMHbIX
nposiBrneHuni BocnaneHus. OH akTUBUPYET 3HAOTENMANbHbIE KIETKU, CTUMYIIMPYET aHru-
oreHes, yCunuBaeT MUrpaLnio U akTUBUPYET nenkounTsl [2,7].

YcTaHOBMEHb!I JOCTOBEPHO MOBLILEHHbIE CbIBOPOTOYHbIE Nokasdateny PHOa Bo
BCeX rpynnax manbiwewn. Tak, B rpynne geten 6e3 Bl 6bin BbiABNEH AnanasoH Kore-
©anwui ot 14 go 31 nr/mn co cpegHum 3HaveHunem 23,3+1,05 nr/mn (p<0,001), 4yTo No4TH
B 2 pa3a, a B rpynne getew ¢ Bl guanasoH konebaHun coctasun ot 17 go 39 nr/mn,
CO cpedHuM nokasatenem 26,8+0,94 nr/mn (p<0,001), yto oyt B 2,3 pasa Bbilwle KOH-
TPOnbHbIX 3Ha4eHun 11,7+0,57 nr/mn (Puc.1).

BeposATHO, yBenu4ueHHble KOHLEHTpauun npoBocnanutensHoro yutoknHa ®HOa,
00yCraBnMBaeT TSHKECTb COCTOSAHNST DONBbHBIX OETEN CO CTOMATMTOM Ha OOHE COMpOBO-
XOawLlencs MHEBMOHUN, @ KpaTHOE YBENMYEHUE COOEepXXaHUs KaxekcMHa CBuaeTenb-
CTBYET O CTEMNEHMW BbIPaXEHHOCTU KITMHUYECKUX MPOSBNEHMI U MPOLLECC XPOHM3aUNN.

MpoBeneHHbIV aHanu3 cogepxanunsa PHOa B PXK y geten Bcex rpynn BbissBWI 4O-
CTOBEPHO MOBbILLEHHYHO 3KCMPECCUIO HE3ABMCMMO OT aTmnornornm ctomatuta (Puc.1.). Tak
B 1-om rpynne geten 6e3 Bl copgepxxaHne PHOa okasanock Bbille KOHTPOSbHbIX 3HaYe-
HWK B 2,3 pas, co cpegHum nokasatenem 13,14+1,24 nr/mn (P<0,001), a KOHUEHTpauus
BO 2-o# rpynne geten ¢ Bl noBbiweHa B 2,2 pa3a, co cpeaHnM 3HadeHnem 12,39+0,58
nr/mn (P<0,001), Torga kak B rpynne 300poBbIX AETEN AaHHbIA MoKasaTernb COCTaBuIl
5,64+0,40 nr/mn.
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PucyHok-1.
OuHamuka ceiBopoTouHoro ®HOa B rpynnax geten 4o U nocrie neyvyeHus.
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Mpu noBblweHHoWNokansHoM BbipaboTke ®HOa npeobnapatoT npouecchl Mo-
BpeXAeHVs1 TKaHel, NPoSABMsAOWNECH pa3BUTUEM remopparndyeckoro Hekposa [1]. lMo-
BbILLUEHHOE coAepXaHue B rpynnax geTen, OObACHAETCA TeM, YTO OAHUM U3 KITHYEBbIX
3BEHLEB PErynsauun CUCTEMbl UMMYHUTETA B NOMOCTU pTa ABASOTCA UMTOKUHBI PXK 1 OHM
B HEKOTOPOW CTEMeHU OnpeaenstoT YyCTOMYMBOCTb MOMOCTU pTa Kak K BakTepuanbHbIM,
Tak 1 K BUPYCHbIM MH(PEKLUUAM N aKTUBHOCTb MOHOLIMTapHO-MakpodgaransHON CTPYKTYpbI
B cnu3ucton obonoyke. BepoaTtHo noatomy, y aeten u B rpynne 6e3 BIIM u B ocHOBHON
rpynne c Bl Ha choHe NHEBMOHMU YyCTAHOBMEH NOBbIWEHHbIM cuHTe3 PHOQ.

Bo BTOpOW (haze MMMYHHOrO OTBETa 3anyckaeTcs Lenbi psag UMMYHHbIX peakLnii:
NPOAYKUNSA ryMoparbHbIX cneLnu4eckux aHTUTEN, akTUBHbIX T-KNeTok (YCUnmBaroLLmnx
Unu nogaBnAlLLMX YHKLUUN OPYTrMX KNETOK), peakumm T-KneTo4yHoro UMMyHUTETa, Noa-
TOMY CneayroLLMM 3TanoM Hallux uccrnegoBaHnii 661No U3yYeHne ypoBHsSI MPOTUBOBOCNA-
nutensHoro MJ1-10 Bo Bcex rpynnax getemn.

WuTepnenknH 10 — (UJ1-10 unu IL-10) onrcaH kak uHrMbuTop aktusHocTn Th1-kne-
ToK. OCcHOBHOM npoTmnBoBocnanuTensbHbln adpdekT UI-10 peannsyetca Yyepes nogaene-
HWe aKTUBHOCTU Makpocdparos 1 T-numdouuntoB (ocobeHHo Th1 n Th17) — npexae Bcero
CMHTE3a 9TUMM KneTKamu NpoBOCManuTeNbHbIX LUTOKUHOB. [poayumpyeTrcsa rnaBHbIM
obpasom MoHOUMTaMM U, B MEHbLUEN CTeneHn, numdountTamu, Bknodaa Th2 tuna, Tyu-
Hble KNEeTKU, HEKOTOPbIMK CyOnonynauusamMm akTuBnpoBaHHbix T- n B-numdouuTos. UJT-
10 cnocobcTByeT pa3BUTMIO FYMOPanNbHOr0 UMMYHHOTO OTBETA; OH CMY>XUT CUHEPTUCTOM
WUJ1-4 npu penctBum Ha B-kneTkn, 3alumiiasn ux ot anonTtosa, ycunmeas ux nponudepa-
umio, amddepeHUMpPOBKY B aHTUTeNnoobpasyoLime Knetku, cuHtes umn IgM un IgA [8].

B xome nccnenoBaHust B CbIBOPOTOYHOM YPOBHE BbISIBNIEH pasHOHaNpPaBfeHHbIN
cuHtes UJ1-10 Bo Bcex rpynnax Aeten co CTOMaTUTOM Mpy MHEBMOHUW. Tak, B rpynne
neten 6e3 BINIM Ha hoHe nHeBMOHUM ypoBeHb MJ1-10 npeBbiCnn KOHTPONbHbIE NOKa3aTe-
nn B 6bonee yem B 1,8 pa3 No CpaBHEHWUIO CO 300POBLIMU MasnbILaMy rpynnbl KOHTPONA
(15,4640,77 nr/mn npotus 8,2+0,38 nr/mn) (P<0,001). YctaHoBneHo 6onee HWU3koe co-
nep>xaHune npotmnsosocnanutensHoro UI-10 y geten ¢ Bl no cpaBHeHUto ¢ 300poBbIMU
OeTbMM rpynnbl KOHTPONs (COOTBETCTBEHHO 5,5+0,3 nr/mn u 8,2+0,38 nr/mn) (P <0,001)
(Puc.2).

Hapo nonaratek, uto y geten ¢ Bl B cBA3n ¢ Hu3knum copgepxaHuem WJ-10 He
cnocobHbl 06ecneunTs NPOTUBOBOCNANUTENBHOE AEUCTBIUE, B pe3yrnbrarte Yero Bocnane-
HUe NMeeT TeHAEHLMIO K BonbLuen pacnpoCTpaHEHHOCTU U MHTEHCUBHOCTU, BO3HUKAET
cnabasi BO3MOXXHOCTb MHIIMBUPOBaTh NPOAYKLUMIO U APYIUX KIHOYEBbIX NPOBOCNanmUTerb-
HbIX LUMTOKMHOB N HEUTPanM30BaTb AeNCTBUE NaTOreHHbIX areHToB. BeposiTHO, BMecTe ¢
aTUM, HU3Koe cogepxaHue UI-10 y aeten ¢ Bl no cpaBHEHWO ¢ AETbMM FPYMMbl KOH-
Tpons, obycnaenusatoT 6onee HU3KYH akKTUBHOCTb NYMOpParibHOro 3BeHa, CrocobCcTByOT
pasBUTUIO NPOBOCMANMUTENbBHbLIX PeakUnii U Npouecca XpoHM3aLuuu.

N3yuyeHune cogepxaHus cbiBopoTodHoro MI1-10 nocne Havyana nevyeHus BbisiBUNA
cnegyoLime N3MeHeHus!, NpuBeaeHHbIe Ha puc.2.

AHanuns ypoBHel NpoTMBOBOCMANMUTENBLHOMO LIMTOKMHA B rpynne aeten 6e3 BT
nokasan, 4to npu TpaauMuMOHHOM NnedveHun Yyepes 14 gHen akcnpeccus 4OCTOBEPHO MO-
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HM3unacb Ha novtn 24% co cpegHumM nokasatenem 11,76+0,67 nr/mn No cpaBHEHMIO C
nepBoHavanbHbIMK 3HaveHuamu (p>0,01), a yepes 30 gHew nocne Havana nevYeHns CuH-
Te3 cHu3nncs Ha 36% B CpaBHEHMU C AaHHBIMU [0 FIEYEHUsI CO CPEeQHUM MoKasaTenem
9,87+0,31 nr/mn (p<0,001) (puc.2).
PucyHok-2.
OunHamuka cbiBopoTtouHoro UJ1-10 B rpynnax geteun Ao U nocre neyvyeHusi
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Ananus cogepxanus UIN-10 rpynne geten ¢ Bl ¢ TpagMUMOHHBIM NEeYeHeM Bbl-
ABWI HE OOCTOBEPHbIE U3MEHEHUS, HO C MONOXUTENBHOW AMHAMUKON U KIUHUYECKUMN
NposiBNeHnsIMU. Tak KOHLEHTpaumsa AaHHOro LUMTOKMHA Yepes3 14 gHewn yBenuuunach co
cpeoHuMM 3HadeHuem 6,12+0,0,31 nr/mMn XoTb MO CPaBHEHWIO C AaHHbIMU OO0 feYeHust
(p>0,05), a yepes 30 gHewn nocne Havana neyebHbix meponpusaTun yposero UJT-10 yee-
nnynnca co cpegHum 3HadeHmem 6,22+0,41 nr/mn B CONOCTaBnNeHNM ¢ nepBoHaYanbHbI-
MK nokasatensamm (p>0,05) (puc.2).

OueHka cbiBopoTodHON KoHUeHTpauumn UI1-10 B rpynne geten ¢ BT ¢ kombuHu-
pPOBaHHON MMMYHOKOPPErMpYoLLEeNn Tepanun ycTaHoBuna, 4Yto npu vepes 14 aHen no-
KasaTenu 3ToW KOropTbl Manbiwen JOCTOBEPHO MOBbILANCS CO CPegHUM rnokasaTernem
6,68+0,34 nr/mn no cpaBHEHMIO C NepBOHaYanbHbIMK 3HavYeHnsmu (p>0,01), a yepes 30
OHel nocrne Hayana Tepanuu CUHTE3 yBENMYUICcs, co cpegHnm nokasarenem 6,85+0,48
nr/Mn B CpaBHEHWM C NokasaTtensMu Ao Hadana nedvenns (p<0,01) (puc.2).

Mony4yeHHble pesynbTaThl CBUOETENBLCTBYIOT O TOM, YTO HECMOTPSA Ha TO YTO, He
yCTaHOBMEHa cTaTucTu4eckas 4OCTOBEPHOCTL B rpynne aeten ¢ Bl ¢ TpagMumoHHsIM
nevYeHnem v BbISIBNEHHYI0 OCTOBEPHOCTL B rpynne ¢ KOMOMHMPOBAHHLIM UMMYHOKOP-
pervpylowmnm nevyeHuem, yesenudeHme UN-10 nocne npoeseaeHHOM Tepanuu no3sBonseT
NpeanonoXuTb YyBENMYEHNE akTUBHOCTU NyMOParnbHOro 3BeHa, orpaHudeHne npoaykumm
®HOa u cokpaweHre hopMMpoBaHNSA NPOBOCNANUTENBHLIX Peakuui, Npouecca XpPoHu-
3auuK, a Takke yBenMuMBaeTCs BO3MOXHOCTb HerWTpanuaoBaTb aencrteue Bl Ha geT-
CKUI OpraHvam.

BbiBoabl:

1. YctaHoBneH gucbanaHc npogykumm Th1/Th2 uMTOKMHOB y AeTen co ctomaTuTa-
MU NPU NMHEBMOHWMN Pa3fIU4HON 3TUONOTNN A0 NEeYEHNs.

2. BbisBNEHO JOCTOBEPHO MOBbILLEHHOE codepaHue cbiBopoTodHoro PHOa Bo
BCEX rpynnax geTten co CToMatuToM A0 feYeHus.

3. N3yuyeHne koHueHTpaumn UI-10 yctaHOBMNO pa3HOHaNpaBreHHble nokasaTenu
0o neveHus B rpynne aeten 6e3 BN n ¢ BIT.
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Abstract. This review article examines the factors influencing the psychomotor
development of children, taking into account the prospects of an interdisciplinary
approach. In the context of modern research, a wide range of factors influencing the
formation of motor skills and psychological aspects of child development are considered.
Both biological and social factors are analyzed, including genetic predispositions, physical
health, the influence of the socio-cultural environment and family environment. Special
attention is paid to the importance of an interdisciplinary approach in understanding and
solving problems of psychomotor development of children. Various disciplines such as
medicine, psychology, occupational therapy and pedagogy are important components
in providing comprehensive assessment and rehabilitation of children with psychomotor
disorders. The importance of integrating the efforts of specialists from different fields for
the effective detection, diagnosis and treatment of such disorders is emphasized. Based
on the analysis of literature data and modern research, it is concluded that joint efforts of
specialists from various fields are necessary to develop and implement comprehensive
support and rehabilitation programs aimed at optimizing the psychomotor development
of children.

Keywords: psychomotor development, children, interdisciplinary approach,
influencing factors, rehabilitation, motor skills, socio-cultural environment.

McuxomoTopurka y AeTen npenctaBnsaeT cobon KOMMIEKCHbIN acnekT pa3BuTus,
00beaNHSAIOLWMIA MOTOPHbIE U KOTHUTUBHbIE MPOLECCHl, Heobxoaumble AN yCnewHoro
BbINOMHEHNA 3a4a4 1 adheKTUBHON aganTaLnm K oKpyxatowen cpege. [JlaHHoe noHsTue
OXBaTbIBaET LUMPOKUIA CMEKTP HABbIKOB, BKIKOYaOLWMX B cebs hn3nyeckyto akTMBHOCTb,
KOOpOUHALMIO OBWXEHWNA, NMPOCTPAHCTBEHHOE MblWMEHUe, a TakkKe pasfnuyHble MCu-
Xnyeckne QyHKUMW, Takne Kak BHUMaHue, namsatb 1 nnaHupoBaHue [1,2]. OCHOBHbIMU
KOMMOHEHTaMUN MCUXOMOTOPUKA Yy OeTeN SABNSTCA Pu3nyeckoe 300poBbe N pa3BuUTUE
ABUraTenbHbIX HaBbIKOB, KOTOpPbIE BaXHbl Ans obecneyeHmss HopManbHOro (PyHKLMOHU-
pOBaHUA B NOBCEOHEBHOWN XWU3HWM N akagemMudeckon ciepe. Pas3Butne NCUXOMOTOPUKN
B OETCKOM BO3pacTe B 3HAYUTENbHOW CTeneHu onpegensieT CrnocobHOCTb pebeHka K
YCMELHON counanmnsauumn, 0By4eHnIo 1 BbINONHEHWUIO Pa3NNYHbIX BUOOB OEATENBbHOCTY.

WccnepoBaHus B 06ractu NCUXOMOTOPUKN NOAYEPKUBAKOT BaXKHOCTb B3aMMOCBSI3U
Mexgy PrU3M4eckon akTMBHOCTBIO M KOTHUTUBHBLIMW Mpoueccamn. Hanpumep, yctaHoB-
NeHo, YTO y AEeTeN, akTUBHO 3aHUMAaOWNXCH PU3NYECKUMU YIpaXHEHUaMW, Habnoga-
ercs ynyJweHne namsat, BHUMaHUsa 1 CnocobHOCTU K NNaHMPOBaHMO. JTO CBUAETENb-
CTBYET O TOM, YTO pPa3BMTUE MOTOPHbIX HaBbIKOB CMIOCODCTBYET YITyYLLEHWNIO KOTHUTUBHbIX
dyHKUMn n obpatHo [3,4].

B KOHTEKCTE NCUXOMOTOPWKM Y AEeTeW, B3aMMOCBSA3b C COLUMarbHO-3MOLMOHATb-
HbIM pa3BUTUEM NMpPeAcTaBnsieT COOON BaXKHbIA acrnekT. JTOT acrnekT OCHOBbIBAETCH Ha
B3aMMOAENCTBUN MexXOy PU3NYECKON aKTUBHOCTLIO, perynsumen amouun u coumans-
HbIM MOBEOEHNEM.

CnocobHocTb ah(PeKTUBHO KOHTPOMNMPOBaTb OBVMXEHUS W adanTUpoBaTbCs K
OKpyXawLlen cpeae ABnsieTCs BaXKHbIM aCNeKTOM CaMOKOHTposs. [pakTuieckun onbIT
No3BONSIET AETAM OCBaMBaTb HaBbIKM CaMOPErynsauum, 4To B CBOKO odepedb cnocobeTay-
€T pa3BUTMIO 3MOLIMOHarNbHOW CTabunbHOCTW. Hanmpumep, ymeHvne caepxvBaTb CBOU
3MOUMM U pearnpoBaTb Ha CTPeCcCcoBble cuTyaumm 6e3 arpeccum nnum NaHukn SBMseTcs
pe3ynsraTtom 3ppekTUBHOM paboTbl MEXAHN3MOB CaMOKOHTPOSA, KOTOPbIE MOTYT ObITb
YKOpPEHEHbI B Pa3BUTMN NMCUXOMOTOPUKN.

HeTn, ycnewHo passumBatoLLme NCUxXomMoTopuKy, obbl4HO Boree yBepeHHO B3aMMo-
OENCTBYIOT C OKPY>KaloLUMU 1 CNPaBsitoTCA C coumanbHbiMM cuTyaumamu. Hanpumep, y
HUX MOXET BbITb NyyLLas KOOpAUHALMS ABUXKEHWIN, YTO CNOCOBCTBYET y4aCTUIO B UTPax U
CMOPTMBHbIX MEPONPUATUSIX, YTO, B CBOIO O4epeab, MOXET cnocobcTBoBaTh (hopMUpoBa-
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HMIO COLMarbHbIX HABbIKOB M YKPEMNIIEHNIO B3aUMOOTHOLLEHWIA C APYTUMU OETBMMU.

3HayeHne NCMXOMOTOPUKN B OETCKOM pas3BUTUM TpygHO nepeoueHuTb. OHa urpa-
€T KI0YEBYHO ponb B hOPMMPOBaHNM 6a3oBbIX HaBbIKOB, HEOOXOAMMBIX A1 YCMELHOW
agantauum B obLLecTBe N JOCTUXKEHMS akageMU4eckux ycrnexos. [lcuxomoTopuka Takke
BMMSIET Ha couunanbHOe B3avMOLENCTBME, CaMOOLIEHKY W obLiee Gnarononyyne geten
[5.6]

MN3ydyeHne ¢akTopoB, BRMSIOLWMUX HA NMCUXOMOTOPHOE pa3BuUTME AeTen, Tpebyet
KOMMEKCHOro nogxofa, 00beaUHSIIOLLErO 3HAHMUSA Y METOAbI Pas3NNYHbIX HAyYHbIX OAWUC-
uunnvH. FcuxomoTopHoe pasBuTMe NpeactaBnsieT coboW CNOXHBLIA U MHOFOrPaHHbIN
npoLecc, KOTOpbIN 3aBUCUT OT B3aUMOZENCTBUSI MHOXXECTBa (DakTOpPOB, BKIoYasi reHe-
THUYeCKMe, COLMOKYNLTYPHBIE, MCUXOoMormdeckue u unsmonornyeckme acnektsl. OgHocTo-
POHHUI MOAX04 OrpaHMYMBAET HaLle MOHMMaHMe 3TOro npolecca.

MexamcumnnuHapHbiA NOAX04 UMEET peluaroLllee 3Ha4YeHe npu udyvyeHnn dak-
TOPOB, BNUAIOLWNX HA MCUXOMOTOPHOE pasBuTME. Takume pakTopbl, KaK recTauMOHHbIN
BO3pacT, Macca Terna npv poXXaeHun, HEBPOSornyeckne akTopbl pUcka U reHeTu4eckne
N3MEHEHUS, MOTYT CYLLECTBEHHO MOBMMATE HA HEMPONCMXOMOTOPHOE pa3Butue. PaHHee
BbISIBIIEHNE 3adepxek M hakTopoB pucka Heobxogumo Ons CBOEBPEMEHHOrO Hadana
BMeLLaTenbCTB M NPOLIECCOB peabunuraumu.

PasnuuyHble Hay4Hble OUCLUNMAMHBLI BHOCAT YHUKamnbHble BKMNadbl B MOHMMaHue
NCUXOMOTOPHOIO pa3BuUTUSA. eHeTMKa pacKpbiBaeT posib HAacNegCTBEHHOCTU, MCUMXOSO-
sl 3y4aeT KOTHUTMBHbIE Y AMOLMOHAarbHbIE acnekTbl, MeaMLUMHa aHannampyeT uau-
Yyeckoe 340pOBbE, a COLMONONMs — BIUAHME coumnanbHon cpegbl. MexancumnnmHapHbIn
noaxon no3BonsdeT 00beauHUTL 3TU 3HAHWUS AN nony4vyeHns bonee NOMHOro NpeacTas-
fieHns1 0 npoLeccax pa3BuTusS.

BosgencTBme Ha NCMXOMOTOPHOE pa3BuTMe TpebyeT yyeTa MHOXeCTBa hakTopoB
OOHOBPEMEHHO. Hanpumep, ycnelHble NporpaMMbl MHTEPBEHLMU OOIDKHBI YYUTbIBATb
He TOMbKO MCUXOMorMyeckme acnekTbl, HO U PU3NYECKOE 340POBbLE, COLMAIIbHOE OKpY-
XXEHUe 1 reHeTnyeckme ocobeHHoCTH pebeHka.

MexamcumnnmnHapHbii NOAX04 K M3YYEHUIO MCMXOMOTOPHOIO pa3BUTUSA NO3BOMSIET
paspabatbiBaTb Oonee acpdeKTMBHbIE CTPATErMN paHHENW AMarHOCTUKW, peabunuTtaumm
1 BMeLLaTenbCTBa, YTO MMEET BaXKHOE 3HA4YeHue AN NpakTuMKM B obnactn negmnatpuu,
ncuxornorun n obpasoeanus [7-10].

leHeTnyeckme hakTopbl UrPaOT BaXHYHO Posib B GOPMUPOBAHMUN NCUXOMOTOPUKU Y
neten. HacnegcTBeHHOCTb OKa3biBAET BMSHWE HA LLUMPOKMI CMEKTP acnekToB pa3BuTus,
BKITHOYash MOTOPHbIE HaBbIKW, KOOPANHALMIO OBWXXEHWUIA, CKOPOCTb peakLmu, a Takke Kor-
HUTMBHbIE MPOLECCHI, CBA3aHHbIE C BINOMHEHWEM 3aady 1 peLueHnem npobnem.

VMccnenoBaHus NoKasbiBakoT, YTO MHOMME acnekTbl MCMXOMOTOPUKM Y AETEN MMEKT
reHeTM4YecKyo OCHOBY. Hanpumep, HekoTopble AeTU MOryT ObiTb ©oree CKMOHHbI K Bbl-
COKOW aKTMBHOCTU M ObICTPOMY pasBUTUIO MOTOPHBIX HABLIKOB M3-3a OCOGEHHOCTEN MX
reHeTM4eckoro Hacneaus. FleHeTudeckne hakTopbl UFPaKT BaXKHYK POfib B BMMSIHUM Ha
YPOBEHb MCUXOMOTOPHOW aKTMBHOCTU AEeTen. ViccrnegoBaHusa nokasanu, YTo reHeTude-
ckue hakTopbl CMOCOOCTBYOT 3TOMY B YMEPEHHOW CTENEHU, a 06LLIMe hakTopbl OKpyKa-
oLLen cpeabl Takke urpatoT pellaroLlyto ponb [11,12]. ViccnegoBaHns nokasbiBatoT, YTO
abeppauun X-xpoMOCOMbI y Mateper MoryT BNMATb Ha aHOMarbHOe pa3BUTUE UX OETEN,
NPVBOAS K KOTHUTUBHBIM HapyLIEHUSM U YMCTBEHHbIM HapyLueHusam [13].

leHeTMyeckMe BapuauMm NpeacTaBnsioT COOON BaXKHbIN acrekT, onpeaensoLwuin
pasnu4yHble acnekTbl MCUXOMOTOPUKK Yy AeTen. PasHooOpasHble reHbl MOryT OkasbiBaTb
BMUSIHME Ha pPa3NuyHble acneKTbl NCUXOMOTOPWKM, BKIOYAs KOOPAMHALMIO OBWKEHUN,
fanaHc n MOTOPHYHO aKTMBHOCTb. Hanpumep, reHbl, CBA3aHHbIe C PYHKLNOHMPOBAHNEM
HEVpPOTPaHCMUTTEPOB UMW CTPYKTYPOM MO3ra, MOryT OKa3blBaTb 3HAYMTENbHOE BO3AeN-
CTBME Ha (hopMUPOBaHME NCUXOMOTOPHbIX HaBbIKOB.

leH-cpeda B3avmoaencTBue npeacTaBnsaeT cOOON elle oavH BaKHbIA acnekT B
NMOHMMaHUM NMCUXOMOTOPHOTO pa3BuUTUS y AeTen. eHeTnyeckme dakTopbl YacTo B3au-
MOZEWCTBYIOT C OKpY>XaloLlen Cpedon, B pesynsrarte Yero hopMmMpyeTcst KOHeYHas ncu-
XOMOTOpMKa uHaMeBuaa. Hanpumep, okpyxarowasa cpeaa MoXeT Mmoguduumposartb nNpo-
SIBMEHNE FEHETUYECKMX NPEAPaCrONOXEHHOCTEN, YCUIMBast UnNn ocrnabnsas nx BAusiHue
Ha pa3BuTne MoTopukM. DakTopbl OKpYyXKatoLLen cpedbl, Takne Kak nutaHue, uanyeckast
aKTMBHOCTb, CouMarnbHble B3aUMOAEWCTBUS U YPOBEHb CTpecca, MOryT urpatb Cylle-
CTBEHHYIO POfib B MOZYMSALMM NPOSIBIEHUSA FrEHETUYECKNX BapuaLuin B NCUXOMOTOPHOM
passutum [14].

B nccnepoBaHMax reHeTMYECKMX acnekToB NCMXOMOTOPHOIO pa3BUTUS MPUMEHS-
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I0TCA pa3nuyHble metodbl. Cpean HUX BaXKHBIMU SBIISOTCA reHETUYECKne accoumaumm,
nccregoBaHns 6nmsHeULoB 1 aHanua PEHOTUNMYECKUX U TEHOTUMNYECKNX KOPPENALNNA.
3TV meToabl MO3BONAT MCCNEOOBaTENAM OLEHUTb BIUSIHUE FEHETMYECKMX hakTopoB
Ha MCMXOMOTOPUKY, BbISBUTb FEHETUYECKME Bapuauun, a Takke OLEHWUTb B3anMOCBSA3b
MeXay reHOTMNOM 1 PEHOTUMOM B KOHTEKCTE MCMXOMOTOPHOIO pPa3BuUTUA y AeTEN.

Taknum 0B6pas3oM, NOHMMaHNE FEHETUYECKMX acrNeKTOB MCUXOMOTOPHOIO pasBUTKS
N UX B3aMMOAENCTBMS C OKPY>KaOLLIEN CPedon ABMNSETCS KINoYeBbIM ANs BbipaboTku ad-
(PEKTMBHBIX CTpaTerMn NogaepXkm U CTUMYNMPOBaHUA Pas3BUTUS NMCUXOMOTOPUKA Y Ae-
Ten.

leHeTnyeckas NpegpacrnonoXeHHOCTb OKa3blBAET 3HAYMTENbHOE BMSHNE HA MO-
TOPWKY N KOTHUTMBHbIE CMOCOBHOCTW y AeTel. YHacnegoBaHHble YepTbl MOTYT BIUATb
Ha PYHKLUMOHNPOBAHUE HEPBHOW CUCTEMbI, CTPYKTYPY MO3ra U XMMUYEeCKUe MpoLecChl,
perynvpyroLimMe MOTOPUKY M KOTHUTMBHbIE (PyHKUMWU. eHeTnyeckme dakTopbl MOryT
cnocobcTBOBaTh MHAMBUAYANBHBIM Pa3NMYNsIM B MOTOPHbIX HaBblKax M CMOCOBHOCTSIX,
BMMSAS Ha 3aayn, CBA3aHHbIE C (PM3NYECKOW aKTMBHOCTBIO. TOYHO TaK Xe reHeTnyeckas
npenpacnonoXEHHOCTb BIUSAET Ha KOTHUTUBHBIE MPOLECCHI, Takne Kak BHUMaHue, na-
MSATb, MbILLIIEHNE U A3bIKOBbIE CMOCOBHOCTU. B3anmocBsa3b Mexay MOTOPUKOMN U KOTHU-
TUBHbLIMW CMOCOBHOCTAMM TakKe NOABEP)KEHa BO3AENCTBUIO FEHETUKM, MOCKOMbKY nccne-
OOBaHMA MOKa3blBaloOT, YTO y AeTeln ¢ bornee pa3BUTbIMA MOTOPHLIMU HaBblkaMUu 4acTo
HabnogaTca 6onee BbICOKME YPOBHM KOTHUTUBHbBIX CMNOCOOHOCTEN, U HA06OpPOT. BaxHo
OTMETUTB, YTO XOTS reHeTnyeckasl NpegpacnonoXeHHOCTb UrpaeT pPosb, OKpy’KakoLLas
cpefa Takke MoXeT MoandMuupoBaTh NPOSIBIIEHNE 3TUX FEHETUYECKNX XapaKTePUCTUK.
[MoaTomy KpanHe BaXKHO y4MTbIBaThb Kak reHeTMYECKUe, Tak U OKpyKaroLmue akTopbl Npu
N3y4YeHUN MOTOPUKM N KOTHUTUBHOTO pa3Butua y aeten [15,16,17]. NoHumaHne ponu re-
HETUKM B 3TOM Pa3BUTMM KITHOYEBO AnNs pa3paboTkm NepCcoHanM3npoBaHHbIX NOAXOO0B K
obpaszoBaHuio, peabunmTaumm n BMeLaTenbCTBy Ha OCHOBE MHAMBWUAYalbHbIX FrEeHeTMYe-
Cknx ocobeHHoCTeN.

CoumanbHasa cpega okasblBaeT MMyOOKOe BMMSIHWE Ha pasBUTME MCUXOMOTOP-
HbIX HaBbIKOB y AeTen, (POpMUpyeEMOE HECKOSTBKMMUN B3aMMOCBSA3aHHBIMU (hakTOpaMMu.
Bo-nepBbix, HacbiWeHHas M NOAAEPXUBaAKOLLAa cpefja NpegocTaBnsaer AETAM MHOXe-
CTBO BO3MOXXHOCTEW A1 Ppa3BUTUS X MOTOPHbIX HABbIKOB. [10OLLpEHNE aKTUBHON MIpbl U
yyacTusi B COpTe NO3BONSAET AETAM YMyYLUUTb KOOPAMHALMIO U CUiy Mbiwl. Bo-BTOpbIX,
OETN 4acTo NogpakatoT NOBEAEHMI0, KOTOpPOe OHWM HabniogalT B CBOEM OKPYXXEHUU, Tak
YTO HabngeHve 3a B3pOCMNbIMU UMNU CTapLUMMK AETbMU, 3aHUMAILLMMUCS (PU3NYECKON
aKTVBHOCTBIO UITN CMOPTOM, MOXET MOSNOXUTENBHO CKa3aTbCsl Ha Pa3BUTUN MOTOPHBIX
HaBbIKOB. B-TpeTbux, coumanbHas nogaepxka co CTOPOHbI CEMbU, YYUTENEW N 3HAYMMBIX
B3POCIbIX UrPaeT peLlaroLLyo porb B Pa3BUTUM NMCUXOMOTOPHbIX HABLIKOB y AeTen. YyB-
cTBO ©€30nMacHOCTV 1 NOAAEPXKKA CTUMYNMPYET AeTen ObiTb CAMOCTOATENbHLIMU U aK-
TUBHbLIMW B Pa3BMTUN CBOMX MOTOPHBIX HABbLIKOB. Kpome Toro, 4oCTyn K pecypcam, Taknm
Kak UrpoBble MroLlagku, crnopTnBHoe obopygoBaHue, KHUMM 1 obpasoBaTeribHbIE Urpbl,
CnocobCTBYET Pa3BUTMIO Pa3NNYHbIX MOTOPHBIX U KOTHUTUBHbIX HaBbIKOB. HakoHeu, getu
13 coumnanbHoO Hebraronony4HbIX CEMEN MOryT CTONKHYTbCS C NPensaTCTBUAMM B AOCTYNE
K pecypcam 1 BO3MOXXHOCTSAM AN Pa3BUTUSE MOTOPHbBIX HaBbIKOB.

KynbTypHble 0COBEHHOCTU OKa3bIBalOT 3HAYUTENbHOE BIUSAHME HA ABUraTerbHble
HaBblkM geTten. Bnabl omMsnyeckon akTUBHOCTU, JOCTYMNHbIE M MOOLPAEMble B pasHbIX
KynbTypax, OnpeaensoTcs UX KyNbTYPHbIMU LIEHHOCTAMU, TpaguumnsiMm n obblvaavn. B
HEKOTOPbIX KynbTypax NpearnoyTeHne oTaaeTca akTMBHOMY OTAbIXY HAa CBEXEM BO34YXe,
TakoMy kak 6er u nnaBaHue, B TO BPEMS Kak B APYrMX OCHOBHOE BHUMaHWE yaensiercs
PUTMUYHBIM 3aHATUAM, TakMM Kak TaHLbl Unu 1nora. Ponesble oxugaHvs n cTepeoTunbl B
pa3HbIX KynbTypax Takke onpeaensoT BUAbl U UHTEHCUBHOCTb (PM3NYECKON aKTUBHOCTMW,
KOTOpPOWM 3aHMMAaIOTCA OETU, B 3aBMCMMOCTU OT UX Moa, Bo3pacTa M CoLManbHOro crarty-
ca. ObpasoBaTenbHble NOAXOAbl Pa3NMYalTCa B PasHbIX KyrbTypax, Mpu 3TOM B OOHMWX
LUKOMBHBIX NporpaMMax (hun3My4eckoMy pas3BuMTUIO U CMOPTY yadensdeTcd Oonblie BHUMA-
HWs, YeM B apyrux. Kpome Toro, kKa4ecTBo M JOCTYNMHOCTb PECYPCOB, TAKMX Kak COPTMB-
Hble COOPYXEHUS U TPEHEPbl, ONpedensoTcs KynbTypHbIMU O0cobeHHOoCTAMU. [pusHa-
HME 3TUX KyNbTYPHbIX Pa3nnynuii B pa3BuTumM ABUraTeNbHbIX HAaBbIKOB Y A€Telr No3BONseT
afjanTvMpoBaTb MPOrpaMmMbl U MEPONPUATUS MO PUINYECKOMY BOCTIUTAHUIO C Y4ETOM KOH-
KPETHbIX MOTPEBHOCTEN M LIEHHOCTEN pasnMYHbIX KynbTypHbIX rpynn [18,19,20].

[MpaBunbHOE NUTaHUE UrpaeT BaXHYO POrib B Pa3BUTUM MCUXOMOTOPUKK y OETEN,
MOCKONbKYy obecneynBaeT opraHM3m HeOOXOAMMbIMU NUTaATENbHLIMKU BeLeCcTBamMu, Heob-
XOOUMbBIMW O71S1 pocTa, pa3BuTMsa U PYHKLUMOHUPOBAHUSA MOTOPHBIX U KOTHUTUBHBIX NPO-
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LileCCOB. QHEeprusa v nuTaTenbHble BELLECTBA, TakMe Kak 6enku, yrnesoapl, XUpbl, BUTaMU-
Hbl 1 MMHeparbl, KOTOpblE COAEePXXaTCsl B NpaBUilbHOM NUTaHMK, 06eCcnevmMBaloT OpraHam
3Heprnen n HeobxoaMMbIMU KOMMOHEHTaMMK AMS PasBUTUS MOTOPWUKM U KOTHUTUBHBIX
crnocobHocTen. PasHoobpasHoe n cbanaHcMpoBaHHOE NUTaHWE, BKIOYatoLee pyKTbl,
ooy, 6enkoBble MPOAYKTHI, 3MakU U MOMOYHbIE NMPOOYKTbI, CMOCOGCTBYET onTuUmarnb-
HOMY pPa3BUTUIO MOTOPUKM M KOTHUTUBHBIX (PYHKUUIA. HekoTopble nuTaTenbHble BeLle-
CTBa, TaKMe Kak XupHble kKncnotbl Omera-3, XXeneso u UUHK, MelT ocoboe 3HaveHue
ONS pasBUTUS HEPBHOW CUCTEMbI U MOTOPHBIX HaBLIKOB Y AeTewn. NMpaBuibHOE NUTaHve
Takke cnocobcTByeT hOPMUPOBAHNIO 3A0POBLIX MPUBBLIYEK MUTAHMWS, aCCOLMUPYEMBIX C
aKTVMBHbIM 00pPa3oM XMU3HWU U y4acTMem B h1M3N4EeCKON akTUBHOCTU, YTO AOMOSNHUTENBHO
noaaepXXnBaeT pasBuTie MoTopukn [21,22]. Takum o6pasom, npaBuilbHOE NUTaHME Urpa-
€T HEOTHLEMIIEMYIO POrib B OOLLIEM pa3BUTUM OETEN, BKIOYASA X NCUXOMOTOPUKY.

duanyeckasi aKTMBHOCTb OKa3bIBAET 3HAYUTENbHOE BIMSIHWE HA pa3BUMTUE MOTO-
PUYKN N KOTHUTUBHBIX MPOLIECCOB Yy AETEN, CONPOBOXAAsACH LeNbiM PSAOM MOMOXUTENb-
HbIX aCNeKToB.

Bo-nepBbix, perynsipHble 3aHATUSE (PU3NHECKON aKTUBHOCTLIO CMOCOOCTBYIOT yKpe-
NEHMIO MbILLL, PA3BUTUIO KOOPAUHAUMK 1 BanaHca. VirpoBasi n CNopTMBHAs akTUBHOCTb
nomMoratoT AETsIM KOHTPONMPOBaTh CBOE TEMNO, COBEPLUEHCTBOBATL ABUraTeNbHbIE HaBbI-
KM 1 ynydLlaTb KOOPANHALMIO OBWKEHWNA.

Bo-BTOpbIX, (hranyeckas akTMBHOCTb GNaroTBOPHO BNUSET Ha 30opoBbe. Perynsp-
Hbl€ 3aHATUSA CMOCODCTBYIOT YKPENMeHMI0 CepaeYHO-COCYAMNCTON CUCTEMBI, YITyYLLEHNIO
KpOBOOOpaLLEHNsT 1 ObIXxaHWUs, YTO, B CBOK oYepedb, CnocobCTBYET nyyllemy goyHKLMO-
HUPOBAHUIO MOTOPWKUN N KOTHUTUBHbBIX MPOLECCOB.

TpeTuin acnekT CBSI3aH C NOBLILLEHNEM KOHLIEHTPaLUn 1 BHUMaHus. ®Pusmyeckas
aKTMBHOCTb MOXET CMOCOOCTBOBATL YNYULLIEHUIO KOTHUTUBHBLIX (OYHKLUIA, TaKNX KaK BHU-
MaHue ¥ KOHLUEHTpauus. 3aHMMaroLmecs PU3nYeCcKMMM yNpaXKHEHNSMW OETM YacTo Npo-
ABMSAIOT NOBbILLEHHY CMOCOBHOCTL K COCPEegOTOYEHHOMY BHUMAHWIO Ha 3afadvax.

W, HakoHeL, chmanyeckas aKTMBHOCTb OKa3biBAET MOJIOXUTENbHOE BO3OENCTBUE
Ha NCUXONOrM4YEeCcKoe COCTOSTHUE. YNy4LLEeHNe HAaCTPOEHUS], CHUXKEHME CTpecca U TPEBOX-
HOCTU SABMSAOTCA YacTbIMU pe3yrbTaTamMmun perynsapHbIX PU3NYECKMX Harpy3okK, YTo B CBOHO
ovepeab cnocobcTByeT 6onee ahphekTMBHOMY KOTHUTUBHOMY (pyHKLMOHUPOBaHULo [23].

Mcmxmnyeckoe pa3BMTUE U NCUXOMOTOPUKA NPEACTaBNsAT cOO0N Hepa3pbIBHO CBSI-
3aHHblE acnekTbl POPMMPOBAHNS NMYHOCTM B OETCKOM BO3pacTe, BO3AENCTBYS ApYr Ha
Opyra B TE4YEHUE BCEro atana AeTcTBa. OMOLMOHarnbHOEe COCTOSIHNE pebeHKka MMEET no-
TEeHUManbHoOe BMWsIHWE HAa ero MOTOpPHblE CMOCOOHOCTW, MPUYEM CTPECC, TPEBOXHOCTb
UnNn genpeccusi MoryT MPUBECTU K HApYLUEHUAM KOOPAMHAUUWM OBWKEHUA U faxe K
pasBUTMIO MOTOPHBLIX TMKOB. lMapannenbHo C 3TMMK NpoLeccaMmy, MOTOPHbIE HaBbIKU
pa3BMBalOTCA B3aMMOCBA3AaHHO C CEHCOPHbLIMU U KOTHUTUBHBLIMKU (DyHKUMAMK. [eTn oc-
BaMBalOT KOOPAMHALMIO OBWXEHUW, ONUPasicb Ha pa3HOOOpa3Hble CEHCOpHbIE AaHHble
N KOTHUTMBHbIE NPOLIECCHI, TAKMe Kak BOCMpUATME, BHUMaHUe 1 namsTb. MiccnegoBanus
MOKa3bIBaT, YTO Ka4eCTBO MOTOPHOM KOOPAMHALUMWM CBA3AHO C YPOBHEM KOTHUTUBHBIX
CMOCOBHOCTEN, BKIKOYAsA YyYLLIEHHYIO CMOCOBHOCTD K peLLeHnto 3aaad, NyyLlyo NnamaTb
N MOBbLILIEHHYI KOHLEHTpauuto BHMMaHus. Kpome Toro, B3aumogenctene ¢ coumanb-
HOW cpefow, 0COBEHHO C APYrMMM OETBMW B UTPOBbIX CUTYaLMSAX, UTPAET CYLLECTBEHHYIO
posib B pOPMMPOBAHMM MOTOPHbBIX U COLManbHO-3MOLIMOHAbHbIX HaBbLIKOB [25,26].

KorHmTuBHbIE NpOLECChI, BKMNoYasi BHUMaHWe, NamsiTb, BOCMPUATME N MbILLMIEHNE,
UrpatoT KIOYEBYHO POSib B (hOPMUPOBAHMM 1 KOHTPOMeE 3a ABUratenbHbIMU HaBblKamu y
neten. OTK nNpouecchl CyLLeCTBEHHbI AN MIIAaHNPOBaHUSA U OCYLLECTBIEHNST CIOXHbIX
OBWKEHWUN, TaKMX KaK BbINOMHEHNE MHOroaTanHbiX 3agay. YrnpaBrneHne BHUMaHUeM Tak-
)K€ CyLLLECTBEHHO A1 NOAAEPXKAHUSA KOHLEHTPaLUN U TOYHOCTM ABUXKEHUIN, OCODEHHO B
3apavax, Tpedylowmx nogaepxaHmsa paBHoBecus. KOrHMTMBHbIE NpoLecChl NO3BONSAOT
OETAM OLLeHUBATb Ka4eCTBO CBOUX ABWKEHWUM, BHOCUTb HEOOXOOUMbIE KOPPEKTUBBI U U3-
BMeKaTb YpOKU N3 obpaTHOW CBA3MW.

Bonee TOro, hmanyeckass akTMBHOCTb CMOCOOCTBYET pa3BUTUIO KOTHUTUBHBIX CMO-
COOHOCTEW, Tak kak TpebyeT cTpaTernyeckoro MbllfeHusl, MPUHATUS PELLEHUI U COTPYA-
HMYeCcTBa C OKpyXalWwumn. Y AeTeln C orpaHnyeHHbIMU OU3NYECKUMU BO3MOXKHOCTSIMU
KOFHUTMBHbIE MPOLECCHI MOTYT KOMMNEHCUPOBATh 3TN OrPaHMYEHUS C NMOMOLLbIO cTpaTe-
rMn NaHNPoOBaHUs U COCPeaOTOYMEHHOCTH [27,28].

HapyLlueHnsi NnCMxoMOTOPUKK Y AeTEN MOTyT MPOSIBAATLCA B pasnuyHbIX hopmMax
N MMETb pPasnnyHylo TsKecTb. LlepebpanbHbli mapanuy 4acTo CBsi3aH C pasnunyHbIMU
HapyLUEHMSIMU NCUXOMOTOPHbIX HABBLIKOB Y AeTewn. iccnegoBaHus nogyepkusatoT Hanu-
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yne y geten c uepebparnbHbIM napanuMyoM 3a4ep>KKM MCMXOMOTOPHOIO pasBUTUS, Hapy-
LIEHUA pedn M yMCTBEHHOW oTcTanocTtn. Kpome Toro, k chaktopam pucka uepebpanb-
HOro Mapanuya OTHOCATCS ABWratenbHble pacCTPONCTBA, MCUXOPEYEBbLIE HAPYLLEHNS U
HEBPOSOrMyeckne XapakTepucTukn y AeTen OOLWKONbHOro Bo3pacrta. Kpome Toro, aetu
C uepebpanbHbIM NapanuMyoM 4acTo CTpadaltT COMaTUYECKUMWU pacCTPOWCTBaMWu, pe-
CnupaTopHbIMKU 3aboneBaHAMU Y UHPEKLMOHHBIMM 3a00N1E€BaHNSIMM, YTO YKa3bIBaEeT Ha
CMNOXHYH0 B3anMOCBA3b hranyecknx npobrnem n npobnem pa3sutud. OueHka NepBUYHON
pedneKkTopHOM MHTerpauum n 6anaHca y AeTer ¢ NCMXOMOTOPHBIMU PacCcTponCcTBamMu
MOXET AaTb NpeacTasneHne ob nx ABuratenbHbIX HaBblkax U HEMPOMOTOPHOW 3PErocTu.
B uenom pelueHne NCMXOMOTOPHbIX NPOONeM MMeET peluarllee 3HavYeHne A1 KOM-
NIEKCHOro yXo4a u BegeHus geTen ¢ uepebpanbHbiM napanuyom [29,30].

Hvcnpakensi, pacnpocTpaHeHHOe NMCMXOMOTOPHOE PacCTPONCTBO Y AETEN, OKa3bl-
BaeT 3HA4YUTENbHOE BIINSIHUE Ha Pa3BUTME CIIOXHbBIX ABUraTerbHbIX HABbIKOB U 00y4e-
Hue. ViccnegoBaHusa CBUAETENbCTBYIOT O TOM, YTO AETU, CTpadaloLLme OT pacCTpONCTB
NMCUXOMOTOPHOIO Pa3BMTUS, YacTO COMPOBOXAAKTCA pPas3nUyYHbIMKM 3aboneBaHusaMMU,
BKIOYas comatmndeckme npobrnembl co 300POBbEM, AeULUT NMUTATENbHBIX BELLECTB U
HeBporormyeckue pacctponcTea. Bsaumocsasb Mexagy gedvumTom nutaTtenbHbIX Be-
LLIECTB, HEMOMHOLUEHHbLIM NMUTAHNEM U HEBPOJSIOTMYECKMMUW HapPYLLUEHNAMM Y AETEN C MCu-
XOMOTOPHbIMW PAcCTPOMCTBaMM NOAYEPKUBAET 3HAYMMOCTb COaNaHCMPOBaHHOMO pauu-
OHa ans 3cdeKkTnBHON peabunutaumn.

Kpome Toro, pacctporictsa 06paboTkn CEHCOPHBLIX CUTHANOB MOMyT OKa3aTb BNu-
SIHNE Ha BO3HUKHOBEHME MCUXOMOTOPHbIX Npobnem. B Takux cnyyasx TepaneBTuyeckme
MEPONPUATMS HanpaBreHbl Ha YIyYLlleHNe CEHCOPHbIX peakuni 1 ABuratenbHbiX HaBbl-
KOB y AeTen, cTpajaroLmx oT gaHHoro pacctponctsa [30,31].

PaccTponctea NCMXOMOTOPHBIX HABLIKOB OObIMHO HabniogawTca y AEeTen C CUH-
apomom gedmumTta BHUMaHus/runepaktneHoctu (COBIM). Oetn ¢ COBI yacto ncnbiThi-
BalOT TPYOHOCTM NPW BbIMOMHEHUN OCHOBHBIX ABUraTeNbHbIX 3afay, TakMx Kak xogbba,
CTosiHWe, NOBNS, APMONUHI 1 yaapbl Horamu. MiccnenoBaHus ykasblBaloT Ha CBSI3b MeXy
coMaTtuyecknmm npobrnemammu co 340POBLEM W HAPYLUEHVUSIMU MCUXOMOTOPHOIO pa3Bu-
TMS y geTen golwkornbHoro Bo3pacTta. Ocoboe BHMMaHWe yaensieTcs BNuUsiHUIO Hebna-
rONPUSITHBIX YCIMOBUI OKPYXKaloLEN cpedbl, NepuHaTanbHbiX (DaKTOPOB U HapyLUeHUn
ummMyHHoro oteeta. Kpome Toro, cumntomel COBIT moryT npmeecTn Kk npobnemam B 06-
y4yeHuu, coumanu3aumm n noBedeHun, nogseprasi OONbHbIX PUCKY NMCUMXOMNATONOrMn BO
B3pocrioMm Bo3pacte. OueHKMN nokasanu HapylleHne ABUraTefibHbIX HaBbIKOB Yy OETEN C
CHBI, uTo BNUSIET Ha KAYECTBO MX XN3HM U NCUXOMOTOPHOE pa3sutue [32].

[eTckne ayTMCTUYECKMEe pacCTPONCTBA XapaKTEPU3YHOTCS HapyLUEHUSMN B COLM-
anbHOWN B3aMMOCBA3M, KOMMYHUKaLIMN 1 NOBEAEHWM Y AETEN C ayTU3MoM. HekoTopble 13
HWUX TaKXKe MOTYT UCMbITbIBATb 3aTPYAHEHNSI C MOTOPHOW KOOPAMHAUMEN U BbINONTHEHNEM
MOTOPHBIX 3a4ay.

[leTckMe NCMXOMOTOPHbIE PAcCTPOWCTBA NMPeacTaBnsoT COOOM LUMPOKUA CNEKTP
HapyLUEeHWI, BKMOYas AM3apTputo, gucrpaduto, UCHYHKLUN NaMSITU U BHUMaHUS, a Tak-
)Xe Opyrne MOTOPHbIE Y KOTHUTUBHBIE pacCcTponcTBa. MbllweyHble ANCTPOdUM OTHOCATCS
K rpynne reHeTu4eckn obyCroBrneHHbIX 3aboneBaHNN, KOTOPbIE BbI3bIBAKOT NPOrpeccmpy-
IOLLLYIO AereHepauuio MbiLlL, M HapyLleHne aBuratenbHbiX QyHKLMI. HekoTopble hopMbl
MbILLEYHBIX ANCTPOdUIA MOTYT OKasbiBaTb BIMSHWE HA NMCUXOMOTOPUKY y AeTen, fobas-
NSI9 CIIOXHOCTY K YXX€ UMEKLMMCS HapylleHnsaM. Kaxxgoe n3 aTux HapyLlieHuin uMmeet
CBOW YHVKaIbHbIE XapaKTEPUCTUKKN, MPUYMHBI U METOAbI NTEYeHNst, U TpebyeT MHOUBUAY-
anM3MpoBaHHOro Noaxoda Npu oueHke u ynpaenexHuu [33,34].

HnarHoctvka u peabvunuTtaums geTen ¢ HapyLEeHUsIMU NCUXOMOTOPUKM TPebyoT
CUCTEMHOIO U MEXOUCUUNIMHAPHOIO noaxoda, OObeaUHSIIOLLErO YCUIUSA CneLmManncToB
13 pasHblx obnacTten MeaunUmMHbl M NCMXONOrMK. OTOT NOAXOA BKIOYAET HECKOBKO KIto-
YeBbIX acMeKToB.

Bo-nepBbix, MeAMLMHCKast AMarHOCTMKa SBIISIETCA OTNPaBHOW TOYKOW B OLIEHKE Ae-
Ten ¢ TakuMmn HapyLeHuamn. OHa BKMoYaeT o6LLYy0 OLEeHKY 300poBbs pebeHKka 1 usyye-
HWe MEOVLMHCKMX (PaKTOpOB, BAUSIIOLLMX Ha €ro MOTOPWKY, TaKMX KaKk HEBPOMOrmyeckue
0CODOEHHOCTU U reHeTu4eckne dakTopbl. Bo-BTOpbIX, BaXHO MPOBOAWUTL MCUMXOMNOrMye-
CKYKO M KOTHUTUMBHYIO OLIEHKY, YTOObI BbIIBUTb 3MOLMOHANbHbLIE Y KOTHUTUBHbIE acnek-
Tbl, KOTOpbIE MOTYT BMUATH HA MOTOPUKY pebeHka. TpeTuin acnekT - peabunuTaunoHHbIe
nporpamMmebl, KOTOpble HanpaefeHbl Ha YNyylleHNne MOTOPHbLIX HaBbIKOB. OHUM BKMOYaOT
PU3MYECKYIO, 3pro- U pedeBylo Tepanuio, a Takke Opyrne metogbl, CnocobcTByoLmMe
pPasBUTUIO MU YKPEMMEHNIO MOTOPHBIX U KOTHUTUBHbBIX PyHKUUA. HOUBMAYanmM3npoBaH-
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HbI NOAXOA UrpaeT KIKYEBYH POSb, YYUTBIBAS YHUKarbHbIE OCOOEHHOCTU KaXaoro pe-
OeHka. OTo BKNOYaET NePCOHANN3NpoBaHHble peabnnuTaumMoHHbIe NPOrpaMmbl U co3aa-
HWe noadepXmBatoLLel cpedbl COBMECTHO C POAUTENSIMU U yYUTENSMM.

HakoHel, addektuBHasa peabunutaumsa TpebyeT coTpygHM4YecTBa pPasnmyHbIX
CrneuManncToB, BKITOYasi HEBPOJIOroB, NeaMaTpoB, MCUXONOroB, 3proTepaneBToB U U3n-
OTepaneBTOB, YTO NO3BOSISIET CO3AATb KOMMIEKCHbIN U 3EKTUBHBI NOAXO0A K TEeYEHUI0
n peabunutaumn [35].

PasnnyHble meToabl U NMporpammbl, TakMe Kak Tepanus CEHCOPHOW MHTerpauum,
dusmoTepanus, TpyaoTepanusi, NporpaMmmMbl paHHEro BMeLLATeNbCTBa, MynsTMMoganb-
Hble NOAXOA4bl U UrpoBasi Tepanusl, MoryT ObiTb MCNONb30BaHbI A9 TOro, YTobbl MOMOYb
OEeTsIM pa3BUTb CBOM NCUXOMOTOPHbIE HaBbIKA. OTW NporpamMmmbl 0ObIYHO pa3pabaTbiBa-
HOTCS C YY4ETOM YHMKANbHbIX NOTPeOHOCTEN KaXaoro pebeHka 1 peanuayTcs MeXancLm-
NNMHapHBIMWM KOMaH4aMm1 41181 OCTMXKEHUS ONTMMarbHbIX pesyrbTaTos.

MexamcumnnuHapHbIA NOAX04 UMPaeT KPUTUYECKYHO porb B paspaboTke addek-
TMBHbIX CTpaTerMi no NMCUXOMOTOPHOMY Pa3BUTUIO LETEN C OrpaHNYEHHbIMU BO3MOX-
HocTsiMW. TlyTem oObegMHeHMs pasnuyHbIX obracten 3HaHWA 1 ONnbiTa CNeLManmcToB,
Takux Kak MeauumHa, ncuxonorusi, obpasoBaHue u peabunutauums, obecneumBaercd
rmybokoe n BceobbemroLlee NoHMMaHue NoTpebHocTen Kaxaoro pedeHka. Co3gaHne
WMHOMBUOYanNbHbIX NPOrpaMMm, aganTUpPOBaHHbBIX K YHUKAIbHbIM NOTPEOHOCTAM KaXaoro
pebeHKa, CTaHOBMTCH BO3MOXHbIM Bnarogaps mexaucumnnumHapHomy nogxogy. Kpome
TOro, KOMMIIEKCHOE JleYeHre, BKIoYaoLwee puU3nyeckyto, aMOLMOHarbHy0 1 couunanb-
HYI0 MOAAEPKKY, CTAHOBUTCSA Bonee JOCTYNHbIM 1 3chdeKTMBHLIM Bnarogaps COTpyaHU-
YeCTBY 3KCMEPTOB U3 pasHbix obracten. KomaHaa cneumanucTos, paboTatolwmx BMecTe,
CrnocobCTBYET CO34aHMI0 LIENTOCTHOW U KOOPAMHUPOBAHHOW cTpaTterun peabunutauum,
HaMpaBfeHHON Ha MaKcMMaribHOe pa3BMTWE MOTeHuMana kaxgoro pebeHka. Jlydwas
KOOpAUHaLMSA yCUNun Mexay crneuuanuctaMmm Takke cnocobcTByeT onTMMmM3auumn npo-
uecca obcnyxusaHus u obecnevmBaet bonee ahPEKTMBHOE MCNOMNb30BaHNE PECYPCOB.
Takum obBpasom, MeXOaUCUMNIIMHAPHbLIA NOAXOA CTaHOBWUTCH KITOYEBbIM (hakTopom B
obecneveHun ycnexa u dbnarononyyns 4eTen ¢ orpaHU4eHHbIMM BO3MOXHOCTAMY B 0bna-
CTW NMCUXOMOTOPHOIO PasBUTUSI.

3akntoueHue. HecMoTpsi Ha 3HaUMTENbHbIE OOCTKEHUS B 06M1aCTh NCUXOMOTOP-
HOro pPasBUTUSA OETEN, OCTAETCs MHOXECTBO HEPELLEHHbBIX BONPOCOB, TPEDYOLWMX Aanb-
HeWLero nccneaoBaHus U yrydleHnss NogxodoB U nporpaMm. MexaucumniuHapHbi
NOAXO0M UIPaeT KIoYeBYy0 POSib B AOCTUXKEHUM yCnexa B peabunuraunm geten ¢ Hapy-
LIEHUSIMM MCMXOMOTOPUKN. BakHO nmpogormkaTte COTPYAHUYECTBO MEXAY PasnnyHbIMU
obnacTaMm MeguumHbl, NCUxonorun n obpasoBaHnsi, MOCKOIbKY TOMBKO Tak MOXHO obe-
CMeYnTb MOSTHOLIEHHYIO NOAAEPXKKY U MOMOLLb KaXXOoMY peOeHKy B ero MHAMBUAYanbHOM
pa3BUTUWN. VIHTEerpauusi 3HaHWI 1 OMbiTa CNeunannucToB N3 pasHbix obnacten No3BonseT
€o34aTtb KOMMJIEKCHbIE NPOrpamMMbl peabunutauun, yuutbiBatoLLme Kak punsmdeckue, Tak
1 NCUXOMOrMyeckme acnekTbl 4ETCKOrO Pa3BMTUSA. TOT COBMECTHbIN NOAXOA CNOCOOCTBY-
€T pa3paboTke NepcoHann3anpoBaHHbIX METOAOB NOAAEPXKKN, KOTOPble aganTUpoBaHb! K
YHUKanNbHbIM NOTpeBHOCTAM Kaxkaoro pebeHka. Taknum o6pasom, NPOAOINKEHNE COBMECT-
HbIX YCWUWIA CNELManmnCcTOB pasnuyHbIX obracTten sBnseTcs HeobXoaMMbIM AN passu-
TSt 3PPEKTUBHBIX U 3MNUPUYECKM 0BOCHOBAHHbLIX CTpaTernn peabunutauum OeTen c
HapyLUEHMSIMU NCUXOMOTOPUKN 1 CO30aHNst GnaronpuaTHOW cpeabl ANs UX NOMHOLEHHO-
ro pasBuTus.

3Tuyeckumn Bonpockbl uccregoBaHua. ViccnegosaHne ogobpeHo Komutetom no
aTuke CamapkaHACKOro rocygapCTBEHHOro MegULMHCKOro yHuBepceuteTa ot 17.04.2024
npotokon Ne 14

®PuHaHcupoBaHue. PaboTa He humHaHCUpoBanach.

KoHdnukT nHtepecoB. OTCyTCTBYET KOHQIUKT UHTEPECOB
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Abstract. Summary. The article asks about the clinical course of various forms of
cardiomyopathy (dilated, hypertrophic, restrictive) in children. The data obtained are of
interest to cardiologists, general practitioners and pediatricians in family clinics.

Purpose of the study: to study the characteristics of clinical cardiomyopathy
in children, to obtain treatment tactics to improve the quality of life and optimize the
prognosis.

Material and methods. 36 children aged 0-17 years were examined. Among
the surveys, the frequency of forms of various cardiomyopathies of the group: dilated -
61.1%, hypertrophic - 33.3%, restrictive - 5.6%. Anamnestic data, severity of the course,
features of ECG, echocardiography, and radiography for each form of cardiomyopathy
were studied.

Research results. A latent, mild course of the disease is possible, but more often
it is a moderate and severe course of the disease. Patients with DCM and HCM often
experience various rhythm and conduction disturbances. Clinical observation and timely
(continuous) treatment of CHF are indicated for children with cardiomyopathies. In severe
cases of HCM with obstructive forms, HCM raises the question of surgical intervention.

Key words: dilated, hypertrophic, restrictive cardiomyopathies, children, chronic
heart failure.

AxtyanbHocTb. CepgeyHo-cocygucTasi natonorns B 4ETCKOM BO3pacTe cynTaeT-
Cs1 Cepbe3HO Npobrnemon B CBA3W C pacnpoOCTPaHEHHOCTbIO, TPYAHOCTSAMM pacno3HaBa-
HUS, 0COBEHHOCTAMM TEYEHUS, NeYeHnsa n nucxogamu [1-6]. Kapgmommonatnm B JeTCKON
KapAmonorMm ocTalTCa HanmeHee N3y4eHHON 1, K CoXaneHuto, He nogaatoLLencs neve-
HWMIO NaTonoruen cepaua. Bbicokas uHBanuamsaumsa n CMepTHOCTb, HECMELUPUYHOCTb
KNMHMKO-NTabopaTopHbIX MapkepoB, OTCYTCTBME 3D(PEKTUBHbBIX METOOO0B feYeHns, Tpya-
HOCTW TpaHCnnaHTaumm cepgua B OETCKOM BO3pacTe ONpeaensloT akTyanbHOCTb npo-
fnembl. B nocnegHue rogbl OTMEYEH POCT YacTOTbl BCTPEYAEMOCTU PasfnyHbIX opm
KapavomuonaTui y AeTen, 1 3To B NepByto odepedb CBSA3aHO C yryylleHneM AMarHocTu-
Kn. He nckniovaeTca n NCTUHHOE yBENMYeHne YacToTbl kapguomuonaTtui [4, 7-15].

OvnaTtaunoHHas kapgnomuonatusa (OKMIM) — camas pacnpoctpaHéHHasa copma
KapamomuonaTui Kak y B3pocnblx, Tak n 'y geten. KMl y geten - nepsBuyHoe 3abo-
neBaHve MuoOKapaa HeyCTaHOBIEHHOW 3TMOMOIMMM, XapakTtepusyloweecs gunaraumen
NPeMMyLLIECTBEHHO EeBOro Xenyaodka CO CHWXEHUEM KOHTPaKTUIbHOW CrocoBHOCTU
Muokapga. Ckopee Bcero, [IKMIT nonnatnonornyeckyo reTeporeHHyo Nnpupoay, Bkroya-
IOLLYI0 NEPCUCTUPOBaHNE BMPYCOB, rEHETUYECKYI0 AETEPMEHNPOBAHHOCTb, ayTOUMMYH-
Hble gakTopbl [7-13,15,17]. YactoTa B aetckom Bo3pacte 0,5%. NeHeTu4eckme opmbl
OKMI coctaenstoT npumepHo 30%. 3aboneBaeMoCTb He 3aBUCUT OT Mona u Bo3pac-
Ta. CpeagHuii Bo3pacT geTen K MOMEHTY YCTaHOBMNEHUs uMarHosa coctaenser 6-13 ner
[8,13,16].

Mwneptpodnyeckasn kapgmomumonatus (FTKMI) - reHeTnyeckn obycnoeneHHoe 3a-
bonesaHve MbILWLbI Cepaua, XapakTepusytoweecss MacCMBHON runeptpodmen muokap-
4a vallle neBoro >xenygovka ¢ obssaTenbHbIM BOBEYEHMEM B NMPOLIECC MEXOKENyaou-
KoBOW neperopogku. [onynaunoHHasa YyacTtoTa cpeamn AeTCKOro HaceneHust coctaBnsaeT
2,5 Ha 100000. No gaHHBIM MHOTOYMCMEHHbBIX MCCNEAOBaHUA B pa3Hbix reorpaunyeckux
TouKax 3eMHoro wapa yactota KMl coctaenset 0,2-1,1%. CumnToMbl 0BCTPYKLMM Bbl-
asnatTca nuwb 'y 20% nuy, ¢ FKMIM [7-9,13].

PectpuktueHas kapgnomuonatus (PKMI) — HaMmeHee pedko BeTpevaloLwasncs 13
BCex kapguomwuonatun. B ocHoBe 3aboneBaHusA NeXuT pacnpoCTpaHEeHHbI MHTEPCTU-
umanbHbii hunbpos, codeTarWMNCA C PE3KUM yTomnweHnemM aHgokapaa lNpu atom Tnne
KapavomuonaTum cTpagaeT gvacTtonumyeckas yHKUMA Muokapda npyu Manovm3meHeH-
HOW CUCTONMYECKON. JTuonormsa 3aboneBaHns HeM3BeCTHA. Y AeTen MOXET BO3HUKHYTb
B Ntobom Bo3pacTe, OT- MedaeTcs npeobnagaHune y geBoyek. YacToTa coCTaBrnsieT OKOMo
5% cpeawn Bcex hopm Kap- gnommonaTnin. Yactota CMepTHOCTM y AeTel C MOMEHTa MNo-
CTaHOBKM AnarHo3a coctaBnsaeT 63-75% oT 3-6 neT cooTBETCTBEHHO OT Havyana 3abone-
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BaHus [7,8,13].

CnepoBaTtenbHO, Bce POpMbl KapaMOMMONaTUN, YYNTbIBAs UX Manoudy4eHHOCTb,
yBENMYEHMEe YacToTbl BCTPEYAEMOCTHU, TSXKECTb TEHYEHUS], OTCYTCTBUE IPPEKTUBHBIX Me-
TOOOB Tepanuu, BbICOKAs CMEPTHOCTb, HYXXAAlTCs B AaNbHENLLEM U3YYEHUN.

Lienbto vccnenoBaHus SBUNOCH M3ydeHne 0COBEHHOCTEN KITMHNYECKOro TeYeHus
KapavomuonaTui y AeTew, COBEPLLUEHCTBOBAHUSA TaKTUKM NEYEHNs ANs yny4ylleHns Kadve-
CTBa XW3HW 1 ONTMMMU3aLUMn NPOrHo3a.

Martepuan u metoabl. O6crnenoBaHo 36 O0MNbHLIX, HAXOAMBLUMXCS Ha CTaLMoHap-
HOM fIe4YEHUN B OTAENEHUUN KAapANOOrUn 1 AarnbHenwem aMmoynatopHoMm HabnogeHum B
OOMML], ¢ 2019 no 2024 rogpl. Habntogaewmecs getn 6uinm B Bo3pacTte oT 0-17 neT, 13
Hux 19 maneunkoB (52,8%), 17 aesouyek (47,2%). Bcem getam Obinv nposegeHbl: OxoKT,
OKT, peHTreHorpadms rpygHown knetku, Y3W opraHoB GproLIHON MONOCTH, 0BLLEKNNHM-
Yeckue aHanmabl.

OCHOBHbIMU KpUTEPUAMU X onpegeneHns no gaHHbIM AxoKI (y 4 6onbHbIX — go-
nonHutensHo n MCKT cepgua 1 cocyoB C KOHTPacToM) ABMAIOTCA: Hanv4ve gunaraumm
MonocTn UM rmnepTpodmn MrMokap4a neeoro (B psAe CrydYaes M MpaBoro) Xenyaoudka,
npeobnagaHue nopaxenusi npegcepann (y 6onbHeix ¢ PKMIT) unm xxenyaodkos, cTeneHb
U3MEHEHUs1 MokasaTenen (yHKUMOHANBHOIO COCTOSIHUS cepaua (CHWXeHue dpakumm
BbIGpoca).

Pe3ynbTratbl u obcyxaeHue. [pu n3y4yeHnm aHamHe3a OTAroLLEeHHas no Kapamo-
MuonaTusiM HacneacTBeHHOCTb BbisiBneHa y 8 (22,2%) geten, npnyem Bce 6binm ¢ TKMIT,
C BHYTpuyTpobHon TOPY-nHdekumen — 2 (5,6%), yacto bonetowmne getn coctaBunu 12
(33,3%). Mbl B HaweM HabnwgeHNn He CTaBUMKM LIENbio NPOBEAEHNE FrEHETUYECKOro 06-
cnegoBaHus, No AaHHbIM aHamHes3a Halwmx nauueHtos ¢ OKMIT cemeiHbIx cnyvyaes He
Obino BbisiBNeHo. OgHako, Mo AaHHbIM nutepaTtypbl okono 30-40% cnyvaeB ceMeinHom
nsonuposaHHon JKMIT nmetoT ycTaHOBNEHHOE reHeTUuYeckoe NpouCXoXaeHue, BblsiBre-
Ho 6onee 50 accouMMPOBaHHBIX FEHOB, M 3TO YNCINO MOCTOSIHHO YBENUYMBAETCS MO Mepe
OTKPbITUS HOBLIX reHoB [8,10,13]. Y Bcex 06cneaoBaHHbIX AMarHo3 KapanommonaTtum obin
BbICTaBIIEH HE MEHEE YEM YEPE3 HECKOIbKO MECHALIEB OT MNOSBIEHNS MEPBbLIX CUMMTOMOB,
nocne HeadEKTUBHOWM Tepanuu No nNoBoay Apyrux 3abonesaHu (OCTpbIX U peunansu-
PYIOLLMX MHADEKLNA BEPXHUX OblIXaTeNbHbIX NyTel, MHEBMOHWIA, KapanToB). 1o TsxecTn
3aboneBaHus THKenoe TeyeHne oTMevanoch y 24 (66,7%), cpegHen Tsxectn 7 (19,4%),
nerkoe n 6eccumnToMHoe y 5 (13,9%) nauueHToB. TsKenoe TevyeHue oTMeyarnoch npe-
umyLecTBeHHO y GonbHbix B OKMI, nerkoe n 6eccumntomHoe — y 5 geten ¢ FKMIT.
Kapgvomuonatnm y geten conpoBOXAanmMcb HEOOCTAaTOHHOCTbIO KpoBoobpalleHus HK |
ctenenun (PK1) -7 (19,4%), HK Il ctenenn (®K2-3) — 19 (52,8%), HK Ill ctenenmn (PK4) —
5 (13,9%). MNMocne npoBeaeHNs KIMHUKO-MHCTPYMEHTarbHOro 06cneaoBaHns BblSBMEHbI
cnegytowme copmbl kapanomuonatuin: AKMI — 22 (58,3%), PKMIT - 2 (5,6%) n TKMI
—12 (33,3%), cpean nocnegHux o6ecTpykTMBHasa cdopma — y 5 (13,9%) aeten. OTu gaH-
Hbl€ COOTBETCTBYIOT NIMTEPATYPHBIM MCTOYHWKAM O 4acToTe BCTPEYAEMOCTU Pa3NnnNYHbIX
dopm kapavomuonaTuin [7,8,12,13]. PacnpegeneHune no nony BbIrmageno cnegyowum
obpasom: cpeau naumeHToB ¢ AKMI1 manbumkos 6bino 10 (45,5%), aesoyek 12 (54,5%),
8 manbumkoB (66,7%) u 4 (33,3%) aesoukm ¢ FKMI, 1(50%) maneumk n 1(50%) aesoyka
¢ PKMIT.

Ha 3KI 6onbHbix ¢ OKMI1 BbISIBNSATCA NpU3Haku runeptpodun (paclumpeHunst)
nesoro xenygoyka (100%), neperpyskv npeacepavn (72,7%), HapyLleHne npoLeccoB
penonsapu3aunm, 4acTo uemMm4eckoro reHesa (59,1%). I3 HapyleHun putma BbiSiBIs-
nacb Taxukapaus cuHycosas (77,3%), cynpaseHTpukynspHas (18,2%), murpaumns Bogu-
Tensa putMma (4,5%), akctpacuctonus xenygodkosas (40,1%), y 1 naumeHTKM nonmTonHas
(4,5%), Tpenetanue npeacepanni (4,5%) (puc.1). Ha SKT npu KM Mbl BbISBUAK Npu-
3HaKM rMnepTpodmm NeBOro xenyaovka ¢ ero neperpyskon (100%), HapyLlweHns peno-
napwusaummn B Buge genpeccun ST n rmy6okne otpuuateneHble 3youbl T (puc.2) (58,3%)
— xapakTepHbin npusHak FKMI, 6nokagbl Hoxek nyyka [vca B Buae 6rnokagbl nepeaHen
neson (25%), sagHen neson (8,3%), 6nokagbl NPaBoOM HOXKN Mbl BbIABNANKN Y (25%),
akcTpacuctonum — y (16,7%). Mpu PKMIT npnaHaku BbipaXKeHHON rmnepTpodmmn NnpaBoro
npencepanst Hambonee xapaktepHbii Npu3Hak (100%), B Hawmnx HabnwogeHusix y 6onb-
HbIX OTMEYanucb HapyLleHus puTMa TofbKO B BuAe cuHycoBow Taxukapgunm (100%).
YacTtota aputMui y geTen c kapanoMumonatuaMy nokasaHa u B pabotax 3apybexHbix
aBTopos [8,10,12,13,14]. imeHHO apuTMun SBnstoTCs Hanboree 4YacTon NPUYMHON BHe-
3anHor cMepTu Npu kapamomuonaTusax [8,13,16,17].
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PucyHok-1.
9KTI naumeHTkn M. c IKMI1. Pe3koe oTknoHeHne 30C BnpaBo, Kenyao4YkoBble
3KCTpacuUCTONbl, NPU3HaKN Neperpy3kn o6oux otaenoB cepaua, U3MEeHeHus B

MUOKapZAe Xernyao4KoB, CHUKEHHbIA BONbTaX

PucyHok-2.
OKI 6onbHom A. c TKMI1. JlleBorpamma. NMpusHakn BoipaxkeHHon neperpy3sku JTXK,
rMraHTcKuMe otpuuartesnbHble 3youbl T.

| u—‘;lh"'-;-.# =l u‘.";ﬂ"""'l:w

Mo paHHbIM peHTreHorpadun npu OKMI cepgue 3HauMTeNbHO pacLUMpeHo B Mo-
nepeyHuKe 3a cyet nesoro wnm oboux xenygo4kos (puc.3). KTU cocrasun 0,60-0,71.
Cepoue xapakTepHOW LIapoBMAHOM unu TpaneunBugHon dopmbl. Y (52%) GOnbHbIX
oTMeYanuch sBrneHus BeHosHoro 3actod. [pu NKMI TeHb cepgua pacwmpeHa B none-
peyHuKe npenmyLlecTBEeHHO 3a cyeT neBoro xenygodka. KT go 0,66. MNpu PKMI Ha
peHTreHorpaMMe NeroYyHon pMCyHOK He oboralleH. TeHb cepaua HeCKOMbKO pacluMpeHa
B nonepeyHuke. KTU - go 0,60. [lyru crnaxeHsi.
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PucyHok-3.
PeHTreHorpacpusa 6onbHon M. ¢ OKMI1. BbipaxkeHHas Kapguomeranus, 3a-
CTOWHbIE ABNEHUSA B NErkux.

Y naumeHToB, CO BCEMU TpeMsi (hopmMamu, HE3ABUCUMO OT TSXKECTM COCTOSIHUS
nauMeHToB, OTMeYanacb XpoHU4eckas cepgedHasl He4oCTaTOMHOCTb PasnMYHON cTene-
HU. Y 3 (25%) 6onbHbIx ¢ TKMIT npu onpoce n ocMOTpe XpoHWYecKast cepaedHas He-
AOCTaTO4MHOCTL OTCyTCTBOBanNa, y 2 (16,7%) - coorBetctBoBana ®K1. Bce 6onbHbIE C
OKMIT nmenu XpoHN4eckyto cepaedHyto HegocTaTtoyHoCTb. [py noCcTynneHnn B ctaumo-
Hap PK3-4, npu Bbinucke — ®K2. BonbHble ¢ PKMI1 noctynanu B ctaumoHap ¢ XCH ®K3,
ambynaTtopHo B AarnbHenwem obpawanmcek ¢ XCH OK2.

B craumoHape getn ¢ AKMI nony4yanu KapanoTOHMYECKYHO Tepannio cepaeydHbl-
MW MIMKO3MAaMK, No NoKa3aHusaM - 4oaMUHOM, nHrmbutopsel AlN®, beta-agpeHobnoka-
TOpbl (KApBEAMWIIOI), MOYETOHHYI0, KAPAMOTPOMUYECKYIO U CUMMTOMAaTUYECKYHO Tepanuio.
Ha cdoHe npoBegeHHON Tepanuy B CTauMoHape oTMevanacb MonoXuTenbHas AuHaMu-
ka. OgHako, nocne BbINMCKU, HECMOTPS Ha ambynaTopHoe nedeHue, XCH nocteneHHo
BHOBb nporpeccupoBana. 2 (9,1%) gesoyku ¢ JKMIT ymepnu. Ctax 6onesHn y Hux co-
ctaBun 6onee 5 net. OcTanbHble OETU B KaTaMHE3€e HaxogsATCsl Ha ANCNaHCEPHOM y4e-
Te MO MECTY XWTeNnbCTBa U NOofy4arT cMMnToMaTnydeckyto Tepanuio XCH. MNMauueHTsl €
'KMI1 nony4anu neyenne 6eta-agpeHobnokatopamu (3arnnok) amoynatopHo. 1 pebeHok
ObIn onepupoBaH B oTaeneHumn kapguoxmpypruv OOMML, coctosiHne nocne onepaunn
3HAYUTENBHO YNYYLIUIIOCh, NPOAOIPKAET nonyyaTb arunok. 2 geten ¢ PKMIT nonyyanu
Tepanuio XCH, Ho 6e3 ncnonb3oBaHMs MHOTPOMHbBIX NPenapaToB, UM OCYLLECTBASNAach
Tepanus COBMECTHO C raCTPO3HTEPOSIOrOM, Tak Kak 3aCTOMHbIE SIBMEHUS B NEYEHW M ac-
UMT NPVBOAMITN K HAPYLLEHUSAM PYHKUUN NULLEBAPUTENBHOTO TpakTa. Bcem naumeHTam ¢
OKMIM n PKMI npoBoamnack aHTMKoarynaHTHas Tepanusi.

Taknm 0b6pas3om, B HacTosiLLee BpeEMS YBENUYMBAETCS YacToTa pasnmyHbiX hopm
Kapguomuonatui y geTter B obLLen CTpyKType CepAeqHO-COCYyAUCThIX 3aboneBaHun.
Ynydwmnace guarHocTuka, a, crieqoBaTenbHO, U BbISIBNISeMOCTb Bcex ¢opm. Paspa-
GOoTaHbl NPOTOKOIbI NleYeHns kapanommuonatuin. BonbLWNHCTBO NaLMEHTOB C TsPKENbiM
TEeYEeHEM KapaMmoMmonaTtuin npy NpaBuibHOM HabNAEHUN U NEYEHUN UMEIOT CTaxX 3a-
boneBaHus 6onee 5 net. OgHako OOMbLLIOE YNCIIO OCMOXHEHUIA TPeDYeT OTHOCUTL 3Ty
naTtonoruio K 3abonesaHuaM ¢ HeGNaronpUATHLIM MPOrHO30M.

BbIBO[Obl:

1. Cpean obcnenoBaHHbIX YacToTa pasnnyHbiX (hopM KapaAMOMMONaTUin CoCTaBm-
na: AKMI - 61,1%, TKMI - 33,3%, PKMI1 - 5,6%.

2. lMpakTnyeckn Bce POpMbl Kapamomuonatui (3a ucknwodeHmem 3 BomnbHbIX C
'KMIT) conpo- BoXOanucb CPeqHETSKENbIM U TSHXKEMNbIM TEYEHNEM  NEPCUCTUPYHOLLEN
XCH.

3. 3avacTyto no3gHee BbisiBieHne 3aboneBaHus y 60nbLLMHCTBA OOMNBbHBIX AUKTYET
HeobXoAMMOCTb Kak MMHUMYM eXerogHoro obcnegoBaHusa Bcex geten metogom IxoKIr.

4. Y 6onblwnHcTBa NnauneHTor ¢ AKMI n FTKMI BbisBnsatoTCS pa3nuyHbie HapyLue-
HWUst pUTMa 1 NPOBOAMMOCTH.

5. MNokasaHo ancnaHcepHoe HabniogeHue 1 cBoeBpeMeHHas (HenpepbiBHasA) Te-
panusa XCH getam ¢ kapamoMmonaTusiMu.
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6. BonbHbIM ¢ 06CTPYKTUBHBIMK dhopmamu TKMIT paccmaTtpuBaeTcs BONpoC O Xu-
PYPrMyeckoM fe4eHnm.
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Abstract. In order to study the modern features and factors of influence of Alport
syndrome in children, we analyzed data from literary sources of the last decade and
the results of our scientific research. It has been established that in the last decade the
incidence of Alport syndrome among children has been increasing, that is, contrary to
information in the sources, the disease is diagnosed very often. Gene mutation plays
a key role in the occurrence of pathology, and the frequency of autosomal dominant
and autosomal recessive types of the disease differs fundamentally in the population.
According to the etiological factors influencing the clinical course of Alport syndrome,
the disease has regional characteristics. This appears in connection with extragenital
and genital pathologies of the mother, marriage of close relatives, bad habits of
parents, teratogenic effects of drugs on the fetus in the first three months of pregnancy,
malformations of the urinary system in the child and secondary immune deficiency. Early
detection of various stigmas of dysembryogenesis in children (dental diastema, Gothic
palate, sandal-shaped space between the first and second fingers, hypertelorism of the
eyes and nipples, syndactyly, polydactyly, bulging of the brow ridge, flat nose, defect of
the auricle, hair growth to the forehead, clinodactyly, aplasia kidneys, renal hypoplasia,
umbilical hernia) is important in the early diagnosis and assessment of the severity of
Alport syndrome.

Key words: Alport syndrome, characteristics, factors, children.

Muammoning dolzarbligi

Ma’lumki, so’nggi yillarda tug’'ma va irsiy nefritning chastotasi bolalar aholisining
taxminan 6-8% ni tashkil gilmoqgda [1,5,9,14,19,23,27, 35,36].

Bugungi kunda O‘zbekistonning Farg‘ona vodiysi sharoitida bolalardagi Alport
sindromining asosiy etiologik omillari, quyidagilardan iborat: qarindoshlarda irsiy
patologiyalar, yaqgin garindoshlik nikohi, ota-onaning zararli odatlari, homiladorlikning
birinchi uch oyida turli dori vositalarining homilaga teratogen ta’siri, homiladorlik davrida
onaning yuqumli, genital va ekstragenital kasalliklari [4,33,34,36,37,38].

Shu sababli, hozirgi vaqtda klinik jihatdan turli xil nefropatiyalar ko’rinishida
namoyon bo’luvchi Alport sindromi kechishining mintagaviy xususiyatlarini o’rganish,
adekvat terapiya usullarini ishlab chiqgish va surunkali buyrak etishmovchiligi rivojlanishini
erta oldini olishni takomillashtirish zamonaviy tibbiyotning muhim vazifalaridan biri
hisoblanadi.

Alport sindromi (irsiy nefrit) gematuriya yoki proteinuriya bilan namoyon bo‘ladigan,
buyrak nefroni koptokchasi bazal membranasining kollagen IV turini kodlovchi genlar
mutatsiyasi natijasida kelib chiggan glomerulopatiyadir [2,3,6,7,18,26,28]. Kasallik buyrak
funksiyasini progressiv buzilishi, eshitish va ko‘rishdagi patologiyalar bilan birga kechadi
[8,15,22,29]. Morfologik tekshiruvlarda fokal-segmentar glomeruloskleroz, membrana-
proliferativ, mezangial - proliferativ o‘zgarishlar, naychalar atrofiyasi va distrofiyasi,
interstitsial fibroz kabi o‘zgarishlar aniglanadi [11,13,20,24,30].

Epidemiologiyasi. Tibbiyotda birinchi marta oilaviy gematuriya holatlari 1902 yilda
aniglangan [39,25,32]. Keyinchalik XX asrning 60-yillariga kelib adabiyot manbalarida
ushbu kasallik hagida batafsil ma’lumotlar berilgan. Olimlar kasallikni o‘rganish jarayonida
odatdakichik rivojlanish anomaliyalari deb ataluvchidizembriogenezning tashqi stigmlariga
jiddiy e’tibor berishgan. Bazal membranalarning asosiy tarkibiy gismlaridan IV turdagi
kollagen tuzilishi va funksiyasi uchun mas’ul bo‘lgan genlar mutatsiyasi kashf etilishidan
oldin ham glomerulyar bazal membrana tuzilishini o‘rganish jarayonida aniglangan
maxsus biokimyoviy siljishlar ham irsiy nefritning biriktiruvchi to‘gima patologiyasi ekanligi
haqgidagi ma’lumotlarni tasdiglaydi [21,22].

1927 yilda A. Alport oilaviy gematuriyada ayollarga nisbatan erkaklarda uremiyaning
tez va erta rivojlanishiga e’tibor qaratdi. Biroq, XXl-asrga kelib Alport sindromi bo‘lgan
oiladagi ayollar kuzatilganda, ularda 40 yoshdan keyin buyrak funksiyasi pasayishi paydo
bo‘lganligi qayd etildi [39]. Alport sindromida genetik nugsonning aniglanishi kasallikni
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irsiy jihatdan IV turdagi kollagen patologiyasi ekanini to’liq tasdigladi. Shuning uchun
«Irsiy nefrit» va «Alport sindromi» atamalari sinonim so‘zlardir.

Bugungi kunda Alport sindromi chastotasi dunyo bo‘yicha aholi orasida 1:5000ni
tashkil gilmogda. Shu jumladan, Evropa aholisida surunkali buyrak yetishmovchiligi
(SBYe) barcha buyrak patologiyasining 1%ni tashkil qgiladi va 2,3% bemorlarda buyrak
transplantatsiyasi amalga oshiriimoqda [1,9,10,14,35]. Alport sindromi dunyoning barcha
gitalarida va millat vakillarida aniglanadi. Kasallik chastotasi adabiyot manbalarida
berilgan ma’lumotlarga nisbatan ko‘p gayd qgilinmogda va patologiya kelib chigishida
genlarning turli penetratsiyasi va ekspressivligi tufayli mutatsiyasi asosiy o‘rin tutadi
[36,37, 38].

Alport sindrominig autosom — dominant va autosom-retsessiv turlari chastotasi
axoli populyasiyalarida bir xil emas. Jumladan, epidemiologik ma’lumotlarga ko‘ra, o‘tgan
asrning 70-80-yillarida Rossiyada Alport sindromi chastotasi bolalar orasida 17:100000ni
tashkil etgan [2,36]. XX asrning 70-yillaridagi ilmiy tadqigotlar shuni tasdiglaydiki, kasallik
variantlarining axoli orasida uchrashi bo’yicha autosom-dominant -16%, autosom-
retsessiv-6% va X-bog'li dominant-78% ga to'g’ri keladi. Xozirgi kunda dunyo bo‘yicha
bolalar orasida Alport sindromining tarqalishi, shu jumladan AQSHda 1:5000 dan 1:10000
gacha uchraydi [16,20,22,31, 32].

Kasallikda ichki qulogda neyron va tukli xujayralar yo’qolishi, spiralli bog‘lamlar
atrofiyasi, 8 juft bosh miya nervlari, Kortiev organni zararlanishi aniglanadi. Ko‘zlar
tomonidan ko‘rishning turli darajada pasayishi, oldingi lentikonus, to‘r pardadagi dog'lar,
keratokonus, katarakta kabi o‘zgarishlar topiladi. Siydikning biokimyoviy taxlillarida
dermatansulfat, glyukozilgalaktoziloksolizin ortishi va oksiprolin ekskretsiyasining
kamayishi aniglanadi. Ayrim bemorlarning gonida immunoglobulin A, T, B-limfotsitlar
migdori, gonning fagotsitar aktivligi kamayishi kuzatiladi.

Alport sindromi oqgibatida terminal buyrak yetishmovchiligining so‘nggi bosgichi
(TBYeSB) bolalar orasida 2,5%, kattalarda esa 0,3% ni tashkil giladi (Evropa, Xindiston,
AQSHdagi bemorlarning 0,3-2,3% ga to‘g'ri keladi). So'nggi yillarda bolalardagi surunkali
buyrak yetishmovchiligi (SBYe) holatining taxminan 3% aynan Alport sindromi natijasida
yuzaga kelishi kuzatilmoqda [1,4,10,23,27,30,32].

Kasallik erkak jinsda og'ir kechadi va asosan karlik, ko'’z patologiyasi va
progressiv buyrak yetishmovchiligi rivojlanadi. Kasallik oqibati gisga vaqt ichida o‘lim
bilan yakunlanadi. Ayo jinsida Alport sindromi gematuriya, karlik bilan kechadi va uzoq
yashash extimoli yuqgori bo‘ladi [31,39].

Etiologiyasi. Alport sindromi tabiatiga ko‘ra geterogen irsiy kasallikdir. Kasallik
rivojlanishi 1V tipdagi 3 spiral kollagen tuzilmani kodlovchi genlardagi turli mutatsiyalar
tufayli yuzaga keladi va ular joylashuv tartibiga ko‘ra turlicha nasllanadi.

Patogenezi. |V tipdagi a3-, a4-, a5-kollagen zanjir nefron koptokchasi bazal
membranasi, ko‘zning to‘r pardasi va shox pardasi, ichki quloq koxleari va o‘pka
interstitsiyasida joylashgan. Kasallik natijasida ko‘z, quloq va buyrakda anormallik xolati
yuzaga keladi va genotipik nasldan naslga o‘tuvchi nefropatiyalar rivojlanadi[2,3,6,9,39].

Zanjirlardan birining sintezi yo‘qligi ularning geterotrimerlari shakllanishini
buzilishiga, kimyoviy va mexanik beqarorlikka, progressiv klinik ko‘rinishlar (proteinuriya,
lentikonus, punktat retinal distrofiyasi, surunkali buyrak yetishmovchiligi) rivojlanishi bilan
bazal membrana tuzilishida nomutanosiblikka olib keladi [2,3,7].

Glomerulaga zarar etkazishning dastlabki mexanizmi bu endotelial, mezangial va
podotsit hujayralarining faollashuvi bilan intrakapillyar bosim ta’sirida glomerulyar bazal
membrananing cho‘zilishi natijasida yuzaga keladi. Sitokin reaksiyalarining kaskadini va
hujayradan tashqgari matritsa ogsillarining reparativ sintezini qo‘zg‘atadi [6,9,28]. “Haddan
tashqari cho‘zilgan” kapillyarlarning o‘sib borayotgan yuzasini qoplashga urinayotgan
podotsitlar gipertrofiyalanadi va ularning poyalari tekislanadi, vaqt o‘tishi bilan glomerulyar
bazal membrana bilan alogani yo‘qotadi, bu esa glomerulosklerozning rivojlanishiga olib
keladi (1-rasm) [30,32].

Alport sindromida COL4A3, COL4A4, COL4A5 genlaridagi mutatsiya
nefropatiyaning rivojlanish tezligiga podotsitlarning funksional xususiyatlari va ularning
moslashish qobiliyatiga, shuningdek, giperfiltratsiyani keltirib chigaradigan omillar (nisbiy
mutlaq oligonefroniya, arterial gipertenziya) ta’sir gilishi mumkin.

Alport sindromining klassik variantida kasallik COL4A5 gen mutatsiyasi natijasida
yuzaga keladi. Ushbu gen X (Xg22.3) xromosomada joylashgan bo'lib, xozirgi kunda
genning 50 dan ortiq mutatsiyalari aniglangan.

Evropa aholisi orasida Alport sindromining 85% aynan X xromosomaga bog'‘liq
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xolda nasllanadi [21,22,32,35,36]. Kasallikning doimiy simptomi gematuriya bo'lib,
proteinuriya bemorning yoshiga bog‘liq xolda o'sib boradi va keyinchalik nefrotik sindrom
rivojlanishi va 8 yoshdan 60 yoshgacha bo‘lgan bemorlarda SBYe ning terminal bosqichi
kuzatiladi.

Alport sindromining autosom-retsessiv.  varianti  COL4A3 yoki COL4A4
xromosomada joylashgan bo’lib, kasallikning 15%ni tashkil etadi. Ushbu tur asosan
garindosh nikohli oilalar farzandida qayd qilinadi va ayol jinsida og'ir terminal buyrak
yetishmovchiligini jadal rivojlanishi kuzatiladi [1,2].

Alport sindromining autosom-dominant varianti COL4A3 yoki COL4A4 variantlariga
nisbatan kamroq kuzatiladi, ayol va erkak jinsida uchrash chastotasi bir xil bo‘ladi va
buyrak yetishmovchiligining terminal davri sekinroq rivojlanadi [20,31]. COL4A5 genidagi
mutatsiyalar tufayli kasallangan erkaklarning 80% da progressiv buyrak yetishmovchiligi
(PBYe) xavfi 25 yoshgacha 50%, 40 yoshgacha 90% va 60 yoshgacha 100% ni tashkil
etadi. Shuningdek, Alport sindromi bilan og‘rigan 17,2% yapon bolalarining oilaviy
anamnezida umuman buyrak kasalligi kuzatilmaganligi aniglangan [22,28,29,30,32,35].

Rivojlanish mexanizmlari. Buyrak biopsiyasi namunasining elektron mikroskopda
yupga glomerulyar bazal membranalar bilan bir vaqtda asalari uyasiga o’xshash yorug‘lik
joylari bilan galinlashgan bazal membranalar aniglanadi. Bazal membranalar o'z tuzilishini
yo‘qotadi, ularning ichida mayda donador moddalarning to‘planishi kuzatiladi. Kasallik
progressiyasi bilan glomerulyar bazal membrananing jiddiy buzilishi uning yanada
galinlashishi va distrofiyasi bilan sodir bo‘ladi [2,3,5,7,17] (1,2-rasm).

1 -rasm.

Alport sindromining rivojlanish mexanizmlari.

A - GBM yupqalashuvi;
B - GBMning fokusli qalinlashishi;
C - GBMning diffuz qalinlashishi va tabaqalanishi.

2-rasm.
Alport sindromi. Bazal membrana o‘zgarishi (yupgalashuvi).
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O'zgarishlar nafagat glomerulyar kapillyarlarning bazal membranalarida, balki
buyrak parenximasida, shuningdek, ichki quloq va ko‘zlarning membrana tuzilmalarida
ham sodir bo‘ladi (3-rasm).

3-rasm.
Alport sindromi. Lentikonus, eshitish buzilishi, glomeruloskleroz.

Tashnifi. Alport sindromi rivojlanishida genetik nugsonning roli to'liq
tasdiglanguncha kasallik klinik jixatdan eshituv buzilishi bilan va eshituv buzilishisiz kabi
variantlarga bo‘lingan.

X-xromosomaga bog‘langan dominant turi. Bu X jinsiy xromosomada joylashgan
COL4A5 lokusidagi mutatsiya bilan bog'liq. Gen 4-tipdagi kollagenning a 5 zanjirini
kodlaydi. Ushbu turi Alport sindromini 80-85% tashkil giladi. Kasallikning klinik kechishi
erkak jinsda to'lig namoyon bo‘ladi. Lekin ayol jinsda klinika to‘liqg namoyon bo‘imaydi va
nisbatan engil kechadi.

Autosom - retsessiv turi. Kasallik COL4A3 va COL4A4 genidagi mutatsiyalar
natijasida yuzaga keladi. Ushbu genlar ikkinchi xromosomada joylashgan a3 va o4
kollagen zanjirning tuzilishi uchun javobgar hisoblanadi. Alport sindromining ushbu
varianti bilan kasallanish 15%ni tashkil giladi. Kasallikni klinik kechishi jinsga bog'liq
emas. lkkala jinsda xam bir xil kuzatiladi.

Autosom - dominant turi. Alport sindromi 2- xromosomada joylashgan COL4A3,
COLA4 genlardagi mutatsiyalar natijasida kelib chigadi, autosom - retsessiv shaklida
bo‘lgani kabi, a3 va a4 kollagen zanjiri sintezi buziladi. Tarqalishiga ko‘ra, ushbu variant
1% tashkil giladi.

Klinik tavsifi. Bugungi kunda ham Alport sindromining eng keng targalgan klinik
simptomi- bu gematuriyadir. Mikroskop tekshruvida ushbu symptom ayollarda 95%
va erkaklarda 100% aniglanadi. Bolalarda gematuriya hayotining birinchi yillaridayoq
kuzatiladi.

Kasallikni yana bir keng targalgan simptomi proteinuriya bo‘lib, X- xromosomaga
bog‘langan turida erta bolalik davridayoq namoyon bo’ladi va ko pincha erkak jinsda
gayd qilinadi. Kasallikning boshga turlarida proteinuriya kechroq kuzatiladi. Ayol jinsida
yaqqol proteinuriya kam aniglanadi. Kasallikning autosom - dominant nasllanuvchi turi
bilan o‘d'il bolalar ko‘proq og'riydi va terminal surunkali buyrak yetishmovchiligi (TSBYe)
rivojlanishi 15 yosh ba’zida 30 yoshgacha kuzatiladi [30,31,32].

Kasallikning boshlang’ich davrida bemor tez charchash va gematuriyaga shikoyat
giladi. Irsiy anamnez ma’lumotlariga ko'ra, bemorning nasl-nasabida Alport sindromi,
gematuriya, eshitish va ko‘rishning buzilish holatlari aniglanishi xosdir.

Umumiy tekshiruvda: rangparlik, mushaklar tonusining pasayishi, ko‘pincha arterial
gipotenziya, kasallikning keyingi bosgqichlarida esa arterial gipertenziya xarakterlidir.
Dizembriogenezning tashqi va somatik stigmlari mavjudligi (ko‘zlar va ko‘krak so‘rg‘ichlari
gipertelorizmi, yuqori tanglay, qo‘l va oyoq panjalari barmoglarining mikroanomaliyalari:
kichik barmoqgning egriligi va qisqgaligi, sandal bo‘shlig‘i, sindaktiliya va boshqgalar. Boshqga
nefropatiyalardan farqli ravishda dermatoglifikaning o‘ziga xos xususiyatlari aniglanadi.

Siydik va qon tahlillarida doimiy o‘zgarishlar xarakterlidir: gematuriya, leykotsituriya
(abakterial limfotsituriya), proteinuriya (kasallikning og'ir rivojlanishidan darak beradi,
xatto SBYe ning dastlabki bosgichida nefrotik sindrom kuzatiladi); buyrak funksiyasining
pasayishi SBYe ning terminal bosgichigacha rivojlanadi.

Adabiyotlardan ma’lumki, fokal segmentar glomeruloskleroz X-bog‘langan Alport
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sindromli bolalarning ¥4 gismida aniglanadi va ushbu turning gayd qilinishi proteinuriya
darajasi va buyraklar glomerulyar filtratsiya tezligi bilan tubdan bog‘liqdir [87,8,9,11].
Alport sindromida glomerulopatiya bir necha klinik va morfologik bosgichlarda rivojlanadi
(1-jadval).

1-jadval
Alport sindromida glomerulopatiyaning klinik bosgichlari
Bosgich Laborator xususiyatlari
0 Mikrogematuriya, siydikda albumin/kreatinin < 30 mg/g

| Albuminuriya: siydikda albumin/kreatinin 30-300 mg/g

1] Proteinuriya: siydikda albumin/kreatinin >300 mg/g

1l Glomerulyar filtratsiya tezligining pasayishi <60 ml/min/1,73m2

\Y Terminal buyrak yetishmovchiligi

4-rasm.
Tishlar diastemasi, chuqur tanglay, I-ll-panja sandalsimon bo’shlig’i.
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6-rasm.
Quloq suprasi nugsoni, sochni peshonagacha o’sishi, aqli zaiflik, karlik lll-daraja.

. 4

So'nggi vyillarda Alport sindromi bilan kasallangan bemorlarda ba’zan
dizembriogenez stigmlarining (kichik barmoq qisgaligi, I-ll-panjalar orasi sandalsimon
bo'shlig’i) qizilo‘ngach va bronxlar sillig mushaklarining diffuz o‘smalari bilan birga
aniglanishi olimlar e’tiborini tortmoqgda (7-rasm). Ushbu hol ko'pincha katta yoshdagi
bolalarda yil davomida tez-tez kasallanish, disfagiya, qusish, epigastrit, kurakda og'riq,
nafas gisishi kabi klinik simptomlar bilan namoyon bo‘lImoqda [12,36,38,39].

7-rasm.
Kichik barmoq qgisqaligi, I-ll-panjalar orasi sandalsimon bo’shlig’i.

Alport sindromida rivojlanish anomaliyarining klinik ko‘rinishlaridan leomiomatoz
COL4A5 va COL4A6 genlaridagi o‘zgarish natijasida rivojlanadi va yurak, gon-tomir
anomaliyalari (aorta anevrizmi, koronar arteriyalar anomaliyasi, mitral qopgoq prolapsi,
aorta qopqog'‘i yetishmovchiligi, gorinchalararo to‘siq nugsoni) sifatida namoyon bo’ladi
[10,12,21,22,31].
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Zamonaviy tashxis usullari. O‘tgan asrning 70-yillariga kelib tadqgigotchilarning
turli guruhlari Flinter va boshgalar tomonidan ishlab chiqilgan Alport sindromi tashxis
mezonlarini taklif qgildilar. Unga ko‘ra, Alport sindromi tashxisi qo‘yishda quyidagi 5 ta
mezon asosida qo'yiladi va 3tasi aniglanganda ishonchli bo’ladi [2,5,8,9,15,37] (2-jadval).

1.0ilada surunkali buyrak yetishmovchiligi, gematuriya, o‘lim kuzatilishi.

2.0ilada gematuriya yoki proteinuriya.

3.Nefrobioptatning elektron mikroskopda nefron koptokcha bazal membranasidagi
0'ziga xos o‘zgarishlari.

4. Audiometriya bo‘yicha eshitish gobiliyatini yo‘qotish (tug‘ma emas).

5. Ko'rishning tug‘ma patologiyasi (old lentikonus).

2- jadval
Alport sindromining tashxis mezonlari
Birlamchi gendagi Bemor yoki Bemorda ikki allelli Geterozigotali COL4A3
tasdiglangan patogen garindoshlaridagi COLA4A3 yoki COL4A4 yoki COL4A4
COL4A5
Quyidagi keltirilgan bir mezon yoki bir necha mezon birgalikda:
Ikkilamchi Gematuriya, Proteinuriya (siydikda albumin/kreatinin>30g/g), KFT (koptokcha
filtratsiya tezligi) —pasayishi
Qo'shimcha Yugori tovushli neyrosensor karlik, Ko'z gavxari oldingi lentikonusi, Nugtali

retinopatiya

Bemorlarda buyrak biopsiyasini amalga oshirish invaziv bo'lib, bolalarda turli
noqulayliklarni keltirib chigaradi [15]. Shuning uchun kasallikka to‘g‘ri tashxis qo‘yish va
davolash taktikasini tanlashda zamonaviy tashxis usullaridan bo‘lgan molekulyar-genetik
tekshiruvni keng go'llash talab etiladi [6,8,9]. Chunki molekulyar - genetik test COL4A3,
COL4A4 va COL4A5 genlar ketma - ketligini aniglash yordamida ushbu genlardagi
mavjud mutatsiyalar va polimorfizmlarni, ya'ni genlar nugsonini ochib berishi mumkin.
Ogibatda Alport sindromi tashxisini patogenetik jixatdan to‘liq tasdiglash yoki inkor gilish
imkoni yaratiladi [6,8,9,16,20,22,32].

Zamonaviy tibbiyot talabiga ko'ra, Alport sindromi tashxisi jarayonida pediatr,
nefrolog, urolog, genetik, oftalmolog va surdolog ishtirok etadilar. Tekshiruv davomida
kasallik klinik simptomlarning paydo bo'lishi, bolaning yoshi, gematuriya, proteinuriya,
yaqin qarindoshlarida SBYe tufayli olim xolati aniglanishiga e’tibor qaratilishi zarur.

Tashxisni tasdiglash uchun quyidagilar amalga oshiriladi:

1. Fizikal tekshiruv. Teri va shilliq qavatlarning rangsizlanishi, mushak tonusi
pasayishi, tashqi va somatik dizembriogenez stigmlarining aniglanadi. Kasallikning
dastlabki bosgichlarida arterial gipotenziya, keyinchalik arterial gipertenziya kuzatiladi.

2. Umumiy siydik taxlili. Siydik taxlilida gematuriya, proteinuriya va abakterial
leykotsituriya kuzatiladi. Proteinuriya ko‘rsatkichi to‘g‘ridan - to‘g‘ri Alport sindromi ogfirlik
darajasini ko‘rsatadi.

3. Buyrak biopsiyasi. Bioptat material mikroskop ostida ko‘rilganda nefron
koptokchasi bazal membranasi yupgalashuvi, kanalchalar atrofiyasi va distrofiyasi
aniglanadi.

4. Molekulyar genetik tekshiruv. Genetik tashxis kasallikni aniq prognoz qilish va
optimal davolash rejimini tanlash imkonini beradi.

5. Audiometriya, oftalmologik tekshiruv. Bemorlarga surdologning tashxisiy
maslaxati albatta o‘tkazilishi zarur. Audiometriya yordamida bolaning eshitish qobiliyati
pasayishi aniglanadi. Bolalik va o‘smirlik davrida ikki tomonlama yuqori chastotali eshitish
gobiliyati, balog‘at yoshida esa past va o‘rta chastotali eshitish gobiliyati pasayadi.

Oftalmologlar ko‘z gavxari shaklining buzilishi, retinaning shikastlanishi, katarakta
mavjudligi va ko'rish o‘tkirligining pasayishini aniglaydi.

Zamonaviy davolash usullari. Adabiyot manbalarida keltirilishicha, Alport
sindromi bilan og‘rigan bemorlarda angiotenzinga aylanuvchi ferment ingibitori (AAFI)
buyrak funksiyasi pasayishi boshlanishidan oldin qo‘llanilganda eng samarali bo'lib,
buyrak transplantatsiyasi muolajasiga bo‘lgan ehtiyojni yillar va hatto o‘n yillarga
kechiktiradi [16,17,18,23,33,35]. Shu sababli Alport sindromini nisbatan xavfsiz, arzon
va keng tarqalgan dori vositalari bilan erta davolash orqgali an’anaviy davo yo‘nalishini
tubdan o‘zgartirish imkoniyati yaratiladi. Ma’lumki, inson buyraklarining Alport fenotipini
yaxshi taqlid qgiluvchi transgen Alportga chalingan sichqonlar modellarini yaratishga imkon
berdi [16].
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Gross va uning hamkasblari autosom - retsessiv Alport sindromi sichqoncha
modelida Ramipril terapiyasini o‘rganishdi. Ramipril bilan davolanmagan sichqgonlar
taxminan 10 haftalik yoshida buyrak yetishmovchiligidan o'lib ketishdi. 4 haftalikdan
boshlab ramipril bilan davolangan sichqonlar taxminan 20 haftagacha tirik qoldi,
terapevtik samaradorlik 100% ni tashkil qildi. Davolangan sichqonlar nazorat guruhi
bilan taggoslanganda proteinuriya va buyrak fibrozlanishining kamayishi aniglandi. Lekin
Ramipril bilan davolash 7 haftalik sichqonlarda boshlanganda proteinuriya kamaydi,
ammo tirik golish ko‘rsatkichi ortmadi.

Ushbu tadqigot natijasi Alport sindromini  davolash mumkinligi hagida birinchi
ko‘rsatma bo‘lib xisoblandi. Keyingi tadqigotda olimlar sichqonlarda Ramipril terapiyasini
Angiotenzin retseptori blokatori (ARB) Kandesartan yoki Platsebo bilan davolashni
solishtirdilar. Ramipril terapiyasida sichqonlar yashash davomiyligini 100% ga,
Kandesartan esa 38% ga ortishiga olib keldi.

Yuqoridagilarga asosan AAFI terapiyasi insonlarda Alport sindromi guruxlariga
(1) gematuriya va mikroalbuminuriya, (2) normal buyrak funksiyasidagi proteinuriya, (3)
buyrak funksiyasining buzilishi aniglanganda tavsiya qilinadi [16,17,18,35]. AAFI bilan
davolash buyrak funksiyasi buzilgan guruhda buyrak yetishmovchiligini uch yilga va
proteinuriyani 18 yilga kechiktirdi, gematuriya va mikroalbuminuriya kuzatilgan bemorlarda
esa buyrak yetishmovchiligiga o'tish gayd gilinmadi.

Bizning ilmiy tadgigotimiz jarayonida Alport sindromi tashxisi qo‘yilgan 30 nafar
bemor bolalar kasallik tarixi o‘n yillik ma’lumotlari retrospektiv taxlil gilindi. Natijalarga
ko‘ra, bemorlarni davolashda proteinuriya yoki ba’zi hollarda mikroalbuminuriya paydo
bo‘lgunga qadar angiotenzinga aylantiruvchi ferment ingibitori qo‘llaniimagan. Ogibatda
bemorlarda progrressiv buyrak yetishmovchiligi kuzatilgani ma’lum bo‘ldi. 2020 yildan
boshlab Alport sindromi tashxisi erta qo'yilgan bemorlarga angiotenzinga aylantiruvchi
ferment ingibitori — AAFI qo‘llash natijasida progressiv buyrak yetishmovchiligining
kechiktirilishiga erishildi. Alport sindromida AAFI bilan davolashning mantigiy asoslariga
ko'ra, terapevtik samaradorlik kasallik tashxisining erta qo‘yilishi bilan tubdan bog'‘liqdir.

Xulosalar

1. So'nggi o'n vyillikda bolalar orasida Alport sindromi ko rsatkichi ortib bormoqda,
ya’ni manbalardagi ma’lumotlardan fargli ravishda kasallik kop tashxis gilinmogda.
Patologiya kelib chigishida genlar mutatsiyasi asosiy o'rin tutmoqda va kasallikning
autosom-dominant va autosom-retsessiv turlari chastotasi axoli populyasiyalari bo'yicha
tubdan farq gilmoqda.

2. Alport sindromining klinik kechishiga ta’sir qgiluvchi etiologik omillar bo’yicha
kasallik o’z regional xususiyatlarini ko'rsatmoqda. Bu onaning ekstragenital va genital
patologiyalari, yaqin garindoshlik nikohi, ota-onaning zararli odatlari, homiladorlikning
birinchi uch oyligida dori preparatlarining homilaga teratogen ta’siri, boladagi peshob
tizimi a’zolari rivojlanish malfarmatsiyasi va ikkilamchi immun yetishmovchilik bilan bog'liq
tarzda namoyon bo’Imoqda.

3. Bolalarda turli xil dizembriogenez stigmlarining (tishlar diastemasi, chuqur
tanglay, I-ll-panjalar orasi sandalsimon bo’shlig’i, ko‘zlar, ko'krak so'rg’ichi gipertelorizmi,
sindaktiliya, polidaktiliya, bo‘rtgan qoshusti yoyi, yassi burun, qulog suprasi nugsoni,
sochni peshonagacha o'sishi, klinodaktiliya, buyrak aplaziyasi, gipoplaziyasi chov,
kindik churralari) erta aniglanishi Alport sindromini erta tashxislash va ogirlik darajasini
baholashda muxim o’rin tutmoqda.
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